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L3 OunarHoctuyeckas Kapra:
AxoHpgponnasusa (AXI)

— Haubonee pacnpocTpaHeHHaa cKeneTHasa gucnnasus,
npMBOASALLAs K BbIpaXXeHHOW AUCNPONOPLIMOHANIbHOW HU3KOPOC/IOCTH
BC/IeACTBUE HapPYLUEHUA SHAOXOHAPANIbHOIO OKOCTEHEHUSA.!

o
80% a B 20 % cny4aeB Hac/eayeTca oT OAHOrO U3 poauTenei
C axoHaponniasunen. Tun HacnegoBaHUa —
ayTOCOMHO-AOMUHAHTHbI.!

Yacrtota —
HOBOPOXAEHHbIX.!

XapakTtepHbin cheHOTUN
M K/IMHU4YecKue npmsHaku'™*

AducnponopLmoHanbHas (C yKopoYeHMem
KOHEYHOCTEN) HU3KOPOC/IOCTb C POXAEHNS
Pusomennuyeckoe ykopoveHne KOHEYHOCTEN
Makpouetanua (yBenmyeHme pasmepoB
MO3roBOro Yyepena) C BbICTymnatoLwmm 160M

BoaBneHHas nepeHocuua, rmnonnasus
cpenHeit YacTn Auua Kuctn pyk npy axoHAponiasmm, XopoLluo

UNAlCTpUpyowmne 6paxmaakTuianio
M KOHdUrypaumio «tpesyobua»
ApantupoBaHo n3 Pauli RM. Orphanet J Rare Dis. 2019;14(1):1

Bpaxnpgaktuams, 4acto «tpesybeL» KUCTEN
MbilleyHasa rMnoOTOHUSA

3amMeanieHHoe MOTOPHOE pa3BUTUE, HOPMa bHbIN
WHTENNEKT

OrpaHuyeHne pasrnbaHmns B JIOKTEBbLIX CycTaBax
BapycHaa gechopmauma roneHem
lNepeBanuBaloLLaacsa Noxoaka

@ PeHTreHONnornueckue
npusHaku?-*

FopU30HTaNIbHaaA BEPTNY>XHAg BNaauHa 1 yskue BbipaxeHHas pusomenus
cefanuilHble BbIpe3Ku y pebeHKa c axoHaponnasnen
= ApantmpoBaHo n3 Pauli RM.

KBagpaTHas doopma Kpbl/ibeB NMOAB3A0LLHbIX KOCTEN Orphanet ) Rare Dis, 2019:14():
CumnToMm TpesybLa BePTIy>XHOW BNaguHbl
YMeHblleHue MeXAY>XKOBOIo pacCTtoaHNA NOACHUYHbIX
NMO3BOHKOB B KayAa/IbHOM Hanpas/1€HNA
OBanbHad PEeHTreHonpo3payvyHOCTb NMPOKCNMAs/ibHOIro oTAae/1a
6e,upa B M/1lafeH4YeCKOM BO3pacTe

1. Pauli RM. Orphanet J Rare Dis. 2019;14(1):1. 2. Markova TV, et al. Surgery. 2023;11(1):17-28. 3. Jana M, et al. Indian J

Radiol Imaging. 2017;27(2):187-199. 4. Legare JM, Basel D. Front Pediatr. 2023;11:1229666.
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MmybokoyBaxaemble konneru!

MNepen BaMM O4epeHOM BbIMYCK HALLEro XXypHana,
B KOTOPOM Mbl CODpanu akTyasnbHble 1 3Ha4YUMble
MaTepuansbl, NOCBSALLEHHbIE COBPEMEHHbIM acnek-
TaMm negmatpum. Mbl CTpeMUMCA OCBeLLaTb Kak
penkune KIMHUYeCKMe ciydam, Tak 1 MacluTabHble
nccnefoBaHus, 4Tobbl Bbl MOrW ObITb B Kypce
nocnefHNX OOCTUXEHWA U BbI30BOB B 0bMactu
LLETCKOrO 30,0POBbA.

B 3ToM HoMepe 0coboe BHVMaHMe yaeneHo CoX-
HOMY [epMaTonornyeckoMy coctosiHmio. CTaTbsl
«KOBEHWUNBbHbIN reHepannM30BaHHbIV NYCTyNe3HbIN
ncopuvas: cydar 13 npakTUKM» npepncraBnser
YHUKANbHbIA KIMHWYECKWA OMbIT, KOTOpbIA Oyaet
nofeseH BpavyaM MpW AMArHOCTMKE U NeveHnn
3TOro TaXenoro 3abonesaHus y feTen.

TeMa «AkTyasnbHble NpobnemMsl XpoHoOMonorin
N XPOHOTEpanUW B MPaKTUYECKON NeamaTpum» OTKPbIBAET HOBbIE MOPWU3OHTbI
B MOHUMaHUM BGUONOTMYECKMX PUTMOB AETCKOro OpraHM3Ma U WX BAWUSHUSA
Ha 3PhEKTUBHOCTL NedeHWs. ITo HarnpaBneHne MeauLmHbl CTaHOBUTCS BCE
Bonee BaxHbIM B 3M0OXy NepCoHanM3MpPOBaHHOMO NOAX0AA K Tepanuu.

OTonapuHronorms npeacrasfneHa 0030pOM NIUTePaTypbl MO SHAOCKONUYECKOM
XMPYprum xonecteatoMbl y aetent. JaHHbln MaTepuan CUcTeMaTM3npyeT coBpe-
MeHHble MoaxoAbl K NeYeHUIo 3TOro CloXHoro 3aboneBaHvsi, MUHUMU3NPYIO-
LLIEro PUCKM PELMOMBOB M COXPAHSIOLLENO CIyX.

B pasgenax 3HLOKPUHOMNOMMK 1 OHKONOTMW Bbl HAaMAETe ABa BaXHbIX NCCNefo-
BaHWA. [lepBoe — peTpoCneKTMBHOE KOrOPTHOE NCCEA0BAHNE U3MEHEHMA POCTa
y AeTel C axoHAponnasven nocne npuMeHeHns BOCOPUTUAA, AEMOHCTPUPY-
towee 3PEKTUBHOCTb COBPEMEHHOW MaTOreHETUYECKOW Tepanun. BTopoe —
pefkoe KMHWYeckoe HabnogeHve 303UMHOMUNIBHON TpaHynembl KOCTen
Yyepena, KOTOpoe HaMoMMHAeT O BaXKHOCT OHKOMOMMYEeCKOW HaCTOPOXEHHOCTH
NPV aTUNNYHBIX CUMMTOMAX.

He octanncb 6e3 BHMMaHUSA BOMPOChI FaCTPOIHTEPONIONMN 1N HYTPULIMONOT UM,
Cratbst  «[TpUMEHUM JIM MPOTOKON [AMArHoCTMKK Lennakum 0e3 Guoncum
B POCCMACKOM MEeAMaTpuyeckon MpakTMKe» MNOLHVMMAET  AMCKYCCUOHHYIO
TeMy CTaHOapTM3auMM AMArHOCTUKM, a MaTepuan «Ha 4To HyXHo 0obpaTuTb
BHVMMaHWe NeamaTpy Npy BbIbope MONOYHOM cMecu ANs MageHUa» npeanaraet
npakTnyeckme pekoMeHZauMuM Mo noadbopy NUTaHWs Ha MpyMepe cmecen
Ha OCHOBE KO3bero MOJIOKa, YTO aKTyaNlbHO AJ1f eXeAHEeBHOM MpaKTU4ieckom
paboTbl NeguaTpa.

Mbl HageeMmcs, Y4To MpefcTaBneHHble nybnmkaumm oboraTaT Ball Npodeccmo-
HanbHbIM OMbIT U NOCMYXaT CTUMYNOM NS AanbHENMLLIEero pa3BnUTUsS OTeYeCTBeH-
HOWV MegnaTpum.

CyBaxeHuem, .M. OcmaHoB,

rnaBHbIV pefakTop XypHana «lpakTnka neguatpa»,

rNaBHbIN BHELUTATHBIN Cheumanuct neguatp A3M,

rnaBHbIv Bpad KB nm. 3.A. bawnsaeson [3M,

OMPEKTOP YHMBEPCUTETCKOM KNMHWKK negmatpun PHAMY M. H.W. Mnporoga,
LOKTOP MeAMLMHCKIMX HayK, npodeccop

KypHan «[lpaktvka neauaTpa» 3aperucTpupoBaH B MuHWCTepCTBE MO Aenam neyatu, TenepafnoBeLlaHma
V1 CPEACTB MaCCOoBbIX KOMMYHMKaLn PO.
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He max oOasno ommemuna ceoii FO6uneti 3acmymennviii eépau Poccuu, 00Kmop MeOUUUHCKUX HAYK,
npogeccop, 3asedyruias xagpeopoii neouampuu um. I'H. Cnepanckoeo ®I'bOY [IIO PAHIIO M3 P®
Vpuna Huxonaeeéna 3axapoea — sApxuti npedcmasumens nokoieHus epaqeti, 061a0arwuyux cnocooHocmvio
Jleuumo, Meopumo, pyKkoeooumo, yuumoe u eocnumoieamv. OHa — 06pasey, npopeccuoHanu3mMa, HacmasHute-
CM8a, HymKo20 OMHOUEHUS K COMPYOHUKAM, NAUUEHMAM U ux pooumenam. IIpotideHHuiii ero nymo npogpeccu-
OHATILHO20 CAHOBIEHUST O YHACIK08020 8paua 00 0OKMOpa MeOUUUHCKUX HAYK, npodeccopa, 3asedyioueti
sedywieil Kagedpoti neduampuu Hauieti CMparvl mMoxerm Ovimo npumepom 0 NOOPACMArU4e20 NOKOeHUS
HOBbIX 8paueti-neduampos. Xouemcs pacckazamov 06 smom yousumenvHom venosexe 6onee noOpoOHo.

puna Hukonaesna 3axaposéa ¢ omauvuem OKOHYU-

na  Kyiibvumesckuti  eocyoapcmeenHbiii  MeOUUUHCKULL
uncmumym um. [L.V. Ynvanoea 6 1979 200y, cneyuanvHocmp
«JleuebHoe deno». Ilocne okoHuanus 6ysa 6 meuenue 9 nem
pabomana y4acmkosvim 6pavomM-nedUarmpom 6 pasautHbLx
peeuorax CCCP u 3a pybexom. B 1988 200y nocmynuna
8 KAUHUYECKY10 opounamypy Ha kagdedpy neduampuu Llen-
MpanvHo20 UHCMUMYmMa yCco6epuieHCme0o6anus epadet,
3amem pabomana cmapuium epavom-naboparmom (1989-
1991), accucmenmom (1991-1998), douermom (1998-2001),
npogeccopom (2001-2008).

HTupoxuil kauHUMECKUTl KPYeo30p, HAKONTEHHDBLL ONbiN
uccnedosamens u nedazoed, NOCMOSHHBITL HAYUHbILL NOUCK,
HeuccaKaemas sHepeus no3eonunu eti 6 1994 200y ycneusro 3a-
WUmMumy KAHOUAAmcKyr duccepmayuio Ha memy «3HaueHue
Ounamuueckoti Hedppocyunmuepaduu 8 ouazHocmuxe myoy-
JIOUHMEPCMUYUANbHBLX 3a0071e6aHUTi noyek y demeti» (Hayu-
Hutil pyxosodumenv npogeccop H.A. Koposuna), 6 2001 200y -
doxmopckyio duccepmanuro Ha memy «Knunuueckue u namo-
eeHemu4ecKue acnexmol my6yr10UHMepCMULUATLHBIX 3000-
Jle8anuil noex y 0emeti» (HAYUHbLL KOHCYIbMANM npodeccop
H.A. Koposuna).

JTiobosv k neduampuu, 000poxenamenvHoe OmHouleHUe
K 8pauam-Kypcanmam, evloarusuecss nedazozudeckue u op-
2aHU3AMOPCKUE CNOCOOHOCMU, YBaAXHUMENbHOe OMHOUeHUe
K Konnezam onpedenunu ee danvHetiumuii nymv: 6 2008 200y
OHA 6032na6una Kagedpy neduampuu Um. axkademuxa
I'H. Cneparckoeo, Komopoii pykosooum no Hacmosiujee 8pemsi.

T'0e 6v1 u 6 kauecmae k020 61 Hu pabomana Y. H. 3axapoesa,
OHa 6cezda BLINONHANA CB8010 pPAbOMY NPOPeccUOHANbHO
U KauecmeeHHo, 4mo HAX00Uuno 0000perue 1 noddepIcKy cpe-
OU OKPYHAIOULUX COMPYOHUKOS, 6payeli, Kypcawmos, epa-
ueOHOU, HAY4HOU U nedazozuveckoti 06U4ecmeeHHOCMU,
a makice omme1eHo 8blICOKUMU Hazpadamu Hauieli Pooumbl
u Opyeux 2ocydapcme. 3a MHO207IEHI0N 000POCco8ectHY0
pabomy Haepaxcoena epamomamu U 61a200apHOCAMU PY-
kosoocmea ®I'BOY JIIO PMAHIIO Munsdpasa Poccuu.
3a 6onmvuioli 6knad 6 paseumue omeuecmeeHHOL neoua-
mpuu, camoomeepueHHocmv U npogeccuonanusm Vpuna
Huxkonaesna 3axaposea nonyuuna 3eéanue «3acmyieHHolli
epau P®» (2010). 3a evicoxuti npogeccuoHanusm, eep-
Hocmb npodeccuu, cnacexue HusHetl U yryvuieHue Ka4ecmea
HUSHU MHO2UX Oemeti HazpaxcdeHa epamomoti MuH3opasa
Poccuu (2012), nouemnvim 36aruem «OmauuHux 30pasoox-
panenus» (2020, 2022). B dexabpe 2023 z00a 6 Llenmpano-
HOM B0eHHO-KUHUecKoM 2ocnumarne um. A.A. Buwnesckozo
ee Hazpadunu medanvio A.A. Bumunesckoeo. B 2024 200y no-
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nyuuna epamomy Munucmepcmea o60ponst PP 3a 3abomy
0 300p06ve 0e801eK-NOOPOCKO8, 00YHAOUUXCST 8 NAHCUOHE
Munucmepcmeaa 060poHbl, U 60chumanue y HUX 6blCOKO-
20 uyscmea nampuomusma u nw06eu k Pooune. 3a 6onvuioii
8K7140 8 pa3sumue omeuecteeHHol HAyKu, n0020MoBKYy Ha-
YUHBIX KAOPOS, MHO20/IeMHI00 NA000MBEOPHYH HAYHHO-
UCCIE008ANENBCKYI0 U OP2AHUSAUUOHHYI0 OesmenbHOCb
u 6 ces3u ¢ 300-nemuem Poccuiickoil axademuu Hayk (2024)
yoocmoena tobuneiinoti medanu «300 nem Poccuiickoii
Axademuu nayx». Mnoeo nem ona Ilouemnuiii npogeccop
Hayunozo uenmpa 30opoevsi demeti PAMH (noime HMMI]
300posva Oemeii M3 P®). C 2020 200a sensemcs nobedu-
menem exce200Hot npemuu Jlyuuiuii nexmop 200a «Medicina
Nobilissima» (2020, 2021, 2022, 2023, 2024). B 2025 200y
Hazpaxcoena Ilpemueti FO.E. Benvmuujesa. C 2026 eo0da
ITouemmwiti npogpeccop Ilepmckozo 2ocydapcmeernHozo meou-
UUHCKO020 yHUSepcumema um. akademuxa E.A. Baeuepa.

Mpuna Huxonaesna siensemcs npesudenmom Eepasuii-
CKOUl accouuauuu neduampos u HeoHAmon0208, a Makxie
conpe3udeHmom npogdeccuoHanvHoli 00ulecmeeHHoti oped-
Husayuu (accoyuayuu) Oemckux epaueti «MHuyuamusa
CHeUUANUCINOE NeOUampul U HeOHAMONo2UY 8 pa3eumuy
KAUHUYECKUX NPAKINUKY.

3a nnodomeopHoe menOyHapooHoe comMPyOHUUECBO
U ecomuiil 6KnA0 8 paseumue 30pasooxpareHus u obyue-
Hue spaueil 6visuiux cosemckux pecnybnux V.H. 3axaposa
yoocmoena 6nazodapcmeentoti epamomuvl Munucmepcmea
30pasooxpanenusi Pecnybnuxu Ysbexucman (2023), oHa
ITouemmwiti npogeccop Pecnybnuxarckozo HayuHo-npakmu-
4ecK020 MeOUUUHCKO020 yeHmpa neduampuu Munucmepcmea
30pasooxpanenus Pecnybnuku Ysbexucmar; 6 2025 200y
cmana IlouemHnvim npogeccopom uewmpa neouampuu
Kuvipeviscmana. C 2026 200a — Ilouemmoiti npogeccop Meou-
yuHckoeo yHusepcumema Acmanvt (Kazaxcman).

Bonee o0saouamu nem Mpunwa Hukonaesna siénsem-
CA WMAMHBIM KOHCYTIbMAHMOM 1O NeOUampuy NonuKIu-
Huk Ynpaenenust denamu Ilpesudenma Poccutickoii Qedepa-
YUY U MHOZUX YACHBIX MeOUUUHCKUX Uenmpos. Haxodsco
8 00/IHCHOCIU 27IA6HO20 BHEWMAMH020 CHEUUATUCA NeOU-
ampa LlenmpanvHozo gedepanvrozo oxpyea Poccuu (c mas
2012 200a no dexabpv 2017 200a), oHa NPUHUMATA YHacmUe
8 peuieHUL OCHOBHBIX B0NPOCOB 20CYOAPCMBEHHOL NOMUMU-
KU 6 0671acU 30pAB00XPAHEHUS.

Bonvwe 20 nem npogeccop V.H. 3axaposa peeynsp-
HO NPUHUMANA Yuacmue 6 pabome MUPOBHIX U esponeti-
CKUX KOHZpeccos 2acmpoanmeponozos (Monpeanv, JToHOOH,
Ilapuxc, Bena, Bepnun), esponeiickux neduampos-acmpo-
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SHMEPOI0208, HYMPUUUOI0208 U 2enamonozos (bapcenona,
ITopmo, Bydanewsm). Ona siensiemcsi unenom Esponeiickoti
ACCOUUAUUU UMMYHOI0208 U ANNEP20TI0206, NONHBIM U7le-
Hom Eeponeticko20 coo0ujecmea neduampos eacmposHmepo-
710208, 2enamonozoé u Hympuyuonoz06 ESPGHAN, uneHom
Coto3a neduampos Poccuu.

Oxono 20 nem Vpuna Huxonaesna eosenasnsem [uc-
CEpMAanUOHHbILL CO6eM No neduampuu u 0emckoti Xupypeuu
(21.3.054.01) I'BOY [JII0 PMAHIIO Mun3dpasa Poccuu.

M.H. 3axaposa - enasuuiii pedaxmop Homepa «Medco-
eem. Ileduampus» (3 scypuana é 20d), SCOPUS, a maxkce
scypruana BAK «Ileduampus. Consilium Medicumy»; same-
cmumenv 2nasHozo pedakmopa xyprana BAK «IIpakmu-
Ka neduampar; 6xo00um ¢ coCmas pedaKyUuoOHHOL Konnezuu
wypHanos BAK: «Poccutickuii 6ecmHukx mnepuHamonozuu
u neouampuu», «Papmamexa», «IIpopunakmuueckas
U KAUHU"eckass meOuyuHa», «dpdexmuenas papmaxome-
panusi», «Bonpocwt demckoti duemonoeuu», «Bonpocwt npax-
muueckoli neduampuu», «Anneponocus U UMMYHONOZUS
e neduampuu», « IpancnAyuoHHAIMeOUYUHA», «Mexn0yHapoo-
HoLll HypHAT HAYUHOU neduampuu», «MeduyuHckuti cosemy,
«Meduyunckuii onnoHenm», «Mamv u oums 6 Kysbacce»;
saypHanos: «IlayueHmoopueHmuposanHas meOUyUHa u gap-
Mayusi», «Mei0yHapoOHbLLl HYPHAT HAYHHOU NEOUAMPULL».

IIpogpeccop VL.H. 3axaposa eedem axmueHyio npaxmude-
CKY10, HAYHUHYI0 U Ne0a202UHecKy0 OesImenbHOCHIb: TUHHO KOH-
CYNbIMUpPyem u KOHMPONUpyem neueHue HaUbdosee MANCENbIX 1O
COCMOSTHUIO 300p08YST Oemeti, Humaem eKuuu, nPosooum Kuu-
HUuYecKue pasbopvl U KOHCYTbMAYUU 6 NOTUKTIUHUKAX U Ca-
yuonapax. I1o0 ee HenocpeoCmeeHHbIM PYKOBOOCBOM 8DAUU
MEOUUUHCKUX yupencOeHuti, pacnonoxenHvix 6 2. Mockee u
8 Opyeux 20po0ax Hawleti Cparbl, NPOBOOSM fleteHue Haubonee
OUAZHOCUHECKU CTIOMCHBLX NALUEHITOB.

M.H. 3axaposa - asmop 6onee 1300 HayuHvix nybnuxa-
Yuil, U3 HUX 8 nepuoouHecKkoll newamu 6 xypHuanax Ilepeu-
na BAK u 6 scypranax, uHoekcupyemoix 6 meioyHapooHol
6a3se Oannvix Scopus, 6onee 800 pabom. Vpuna HukonaesHa
ABNAEMCS  COABMOPOM  MHOZOUUCTIEHHbIX  MOHO2PAPUL,
nocobuil u memoouueckux pexomeHoayuii 05 epadeti, Havyu-
OHATILHBIX PYKOBOOCE U HAYHHO-NPAKIMUYECKUX NPOZPAMM.
Pesynvmamuvt HayuHvix uccnedosanuti Vpuna Huxonaesna
peeynspro npedcmasnsiem Ha Beepoccutickux u mex0yHapoo-
HbLX CUMNO3UYMAX, KOHZPeCCax, Coe30ax, NAeHYMAax, Popymax.
Hnoexc Xupwa no nybnuxauusm é PYHIL] - 42.

Hayunoim mpyoam J.H. 3axaposeoii npucywu axmy-
AnbHOCMb paccmampueaemvix npobnem, nyouHa anHanusa,
PA3HOCOPOHHOCMY UHmMepecos. Aenssicy pyKosooumenem
Kagedpul, onpedensiem ocHOBHbIE HANPABNIEHUS HAYUHOLL Oe-
AMENLHOCU, KOMOpble 0X6AMbIEAM WUPOKULI cnekmp
akmyanvHvix npobnem neduampuu. Ocoboe sHumanue yoe-
TIAEMCSA UCCTIe008AHUAM, HANPABTIEHHBIM HA COBEPULEHCNBO-
8aHUe OUAZHOCMUKU U ONMUMUAUUIO Tle4eHUS 3a0071e6aHUTI,
CBA3AHHLIX C HAPYUIEHUSMU TUNUOHO20 00MeHA, BKIOUAS
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2UNo- U eunepxonecepuHeMul, unepmpuenuyepudemMul.
Ha xagedpe noo pykosoocmeom Mpunvr HukonaesHoi npo-
B00STMCA UCCTIE008AHUST, HANPABTIEHHDbIE HA BbISB/IEHUE 0CO-
beHHOCmell meueHUs 3a0071e6aAHUS Y PASTUYHBIX 2PYNN NAUU-
eHMO08, BKII0UAST NAYUEHINOB C CONYMCINEYIOUUM CAXAPHbBIM
ouabemom 1 muna. Paspabamwvieaiomcsi Hosvle memoob
panHeii QuazHOCMUKY UenuaKuu, a maxie nooxoov. K nep-
COHANUSUPOBAHHOU Mepanuy, yuumoleaoujue UHOUBUOY-
anvHble 0C00eHHOCMU NAYUEHINO8 U MANECb 3A00/1e8aAHUS.
IIposooamcs yHoamenmanvHvle U NPUKIAOHbIE UCCTIEO0-
8aHUS, NOCBAU4EHHbIE USYHEHUI BNIUAHUS DASTUUHBIX PaK-
Mopos, Maxkux Kax 0co06eHHOCMU BCKAPMAUBAHUS U COCMAB
nUManus, Ha GopMuUposaHue u passumue MUKpooUOMbL
y Oemeii panHezo eo3pacma. Kpome moeo, na kagedpe
AKMUBHO pa3pabamuiéarmcsi U 6HeOPTIOMCS HO8ble OOX00b!
K mepanuu UH@eKUUOHHO-80CHANUMENIbHBIX 300071e8aAHUL
y Oemetl Mnaduieeo 603pacma, ¢ AKUeHMOM HA SMUOMPON-
HYI0 mepanuio U KOMHIEKCHYI0 OueHKy ee dddexmusHo-
cmu. TpaouyuoHHbIMU HANPABTIEHUAMU KAPeOpbL ABNAIOMCS
yenybneHHoe usyueHue 0coOeHHOCMell meueHUsl, COBpemMeH-
HOUl OudzHOCMUKY U TledeHus Oemetl ¢ HegPONOZUYECKUMU
U 24CPOIHMEPONIOZUMECKUMU 3A00EBAHUAMU.

ITo0 pyxosodcmeom Mpunv Hukonaesnvi 3aujuuiero
18 kanoudamckux duccepmauuii u 1 dokmopckas duccepma-
Yus.

V. .H. 3axaposa sensemcs KPynHeumum cneyuanucrmom
6 obnacmu neouampuu, demckoii Heponozuu, eacmpoarme-
ponozuU, HyMPUUUONIOZUY, ATITIEP2ONI0ZUL, OUEHIONOZUU.

Hpuna Huxonaeséna nonv3yemcs mo608vio U 3acmy-
HEHHBIM YBaNceHUEM KOJIIEKMUBA, KOMOPbLIM PYKOBOOUM.
Ee ysascaiom 3a 8vicOKULi NPOPeCCUOHANUIM, OMBEMCMBeH-
HOCMb, IPYOULUIO, OP2AHUAMOPCKUE CHOCOOHOCMU U KOM-
MmyHuxabenvHocmv. OHA 8ce20a OMKPuIMA K 00U4eHUI0, KAN-
Ovlll 3HAem, 4mo moxcem o6pAMumMvCs K Heil 3a co8emom
u nomowspro. OOHAKO OHA He mepnum pasHoOywusi K 607b-
Homy, Oeszpamomuocmu u Henpodeccuonanusmal Moxcem
noamomy 8 ee Konnexkmuge pabomarnm compyoHuxu, oona-
oatrouue BbiICOKUMU NPOPECCUOHATIHOIMU U HeTI0BeUeCKUMU
Kavecmeamu.

Henv3s He ommemumv u mom ¢paxkm, umo Vpuna
HuxonaesHa peanu3osana ce6si He MObko KAK OMAUUHbLL
épau, neddzoe u pyKkosoOumenv, OHA — NPeKPACHAS JHeHd,
Mama 060UX coiHo8ell 1 6abywKa mpex 6HyK08.

ITozopasnss ¢ KO6uneem Vpuny Huxonaesny 3axaposy,
Xouemcst ckasamv eii cnacubo 3a 6éce, umo oHa Oendem
6 amoti scusnu! Tosxcenamo eil Kpenkoeo 300po6vsl, AKMUEHO20
Ooneonemusi, CeMeiiH020 CHACHbS U OIA20NONY U, 4 MAKHCe
0anbHeTIMUX NPOPECCUOHATIbHBIX 00CUNMCeHUTI Ha 671a20 Ome-
wecmeenHoli neouampuu. Meumatiime, émo0nsiimecn, yous-
nstimecny, padyiimecy, obujatimecn, 8ecenumecnv, cmeimecy,
ynvibaiimecs! VI ¢ kaxcOvim OHem cuacmaueeti cmanosumecs!
ITonyuaiime ydosonvcmeue om o6ujeHUs ¢ POOHLIMU, O1U3-
Kumu, Konnezamu!

C ysaxceruem npogeccopa A.JI. 3annamnuxos, V.H. Xonodosa
U 6ce compyoHuku Kageopvl neouampuu
um. I'H. Cnepanckozo ®PI'bOY JJIIO PMAHIIO M3 PO
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K rodunero npogheccopa Jluguu Hbanobum Wnverxo

KO6uneii evidaroujecocsi 8paua, yueHoz0 u nedazoza — 3Imo 6cezda 0c00as 0ama 01 NPoPeccUOHANLHO20
coobusecmea. ImMo no600 He MOLKO BbLPA3UMb UCKPeHHUE N030PABTIEHUS, HO U C 2TTYOOKUM Y6AXeHUeM OCMbICTIUND
nymo 4enoeexd, 4ve UM CIMATO HEOMBEMEMOL HACMbl0 OMe4ectneéeHHol neouampuu, nepuHamonozuu
U MeOUUUHCKo20 00pazosanust. VimenHo x makum nuuHocmam npurnaonexum /Iuous Veanoena Vnvenko -
00KMOop MeOUUUHCKUX Hayk, npodeccop kagedpuvl eocnumanvHoti neduampuu Ne 2, oupexmop Mncmumyma
mamepurcmea u demcmea PIAOY BO PHUMY um. H.J. ITupozosa, 3acnysmernuiti spau Poccutickoti @edepayuu,

«Omauuruk 30pasooxpaHeHus».

ﬂpogﬁeccuonanwaﬂ 6uoepapus JTuouu Meanosnvt — npu-
Mep NOONIUHHO20 CTLyHeHUsT MeOuyuHe, peoKozo couema-
HUST HAYYHOTL 2lYOUHDL, KAUHUYECKOT UHMYULUL, neddzoeu-
4ecK020 MANAHMA U BbI0AIU4E20CS OP2AHUZAMOPCK020 0apa.
Ee nymv 8 npoeccuu, Hauasuuticss nocne OKOHUAHUS ¢ Om-
JuMueM neduampuyeckozo gaxynvmema 2-20 Mockosckoeo
opdena Jlenuna 20cydapcmeeHHo20 MeOUUUHCKO20 UHCHUMY -
ma um. HJ. ITupozosa 6 1975 200y, cman nymem nocnedo-
8amMenvHo20 U 00CIOUH020 80CXONOEHUS — oM cmapuiezo
spaua-nabopanma 0o npogeccopa, 3asedyrouiezo Kageopot
u oupexmopa VIncmumyma mamepurcmea u 0emcmea.

Ha npomsimcenuu mnoeux Oecsmunemuti JTuous Meanosna
onpedensiem eaxcHeliuiue HANPABNIEHUS PA3BUMUS Ote-
uecmeenHoli neduampuu. bonee uemeepmu eexa ona 603-
enasnsiem kagedpy eocnumanvHoil neduampuu Ne 2, noo ee
PYKOBOOCMBOM CMABUYI0 ABMOPUMEMHBIM HAY4HO-00pa-
308aMeNLHbIM UYEHINPOM, U3BECHIHBIM 0A7IEKO 3a Npedenamu
Mockevt. Bnazodaps ee cmpamezuueckomy MolUIEHUIO, IHep-
eul U npedanHocmu deny Kagedpa He MonbKO yKpenuna aka-
demuueckue Mpaouyuu, Ho U CYWEeCmeenHo Paclupuna Kiu-
Huueckylo 043y, 8KI0OUUE 8 OpOUMY c60eil dessmenvHOCMU
sedyujue yupemoeHuss CMOAUUHO20 30pPABOOXPAHEHUS -
nepuHamanvHolli yeHmp U omoeneHue peabunumayuu
eocnumans «Kommynapxar, JI'’Kb um. 3.A. bawnsesoti, nepu-
HamanvHwuiti yenmp I'KB Ne 31 um. I:M. Casenvesoil. Imo no-
3607110 3HAYUMENLHO YCUNUMb NPAKMUYECKYI0 NO020MOBKY
CMy0eHmo8 1 0pOUHAMOPOs, a makie 0becneuums BuicoKo-
KBANUPUUUPOBAHHOT KOHCYILIMAMUBHON NOMOULDIO MbICAUU
Oemetl, HYHOAOULUXCS 6 CNEUUATIUSUPOBAHHOM TIEHEHUU.

Oc06020 ysaxceHUs 3ACTYHUEACT MHOOTIEMHSSL AOMUHU-
CMpamueHas u opanudayuoxnas paboma JIuouu Vearos-
Hol. Ha npomsiscenuy pasHvix 1em OHa YCHewHo cosmeuana
HAY4HO-Nedaz0euteckyro 0essmenvHOCHb ¢ OMeemcmeeHHeli-
WUMU  DYKOBOOSTUAUMY  OOTIMCHOCIAMU 8 YHUBepcumerme:
bvina 3amecmumernem OeKaHd neOUAMpU1ecKozo Haxynvine-
ma, dexarom Mockosckozo dakynvmemad, dexaHom neoua-
mpuueckozo gaxynvmema, a ¢ 2024 200a 803enasuna Uncmu-
mym mamepurcmea u demcmed. Bo ecex amux ponsix JTuous
HeanosHa npossuna pedxoe ymerue udemv nepcnekmusy,
NPUHUMAMb CUCIeEMHbIe petieHUsT U opmuposams npogec-
CUOHATIBHYI0 CPedy, 8 KOMOPOLi pacmym Kaopvl 01 NPaKmu-
4ecK020 30PAB00XPAHEHUS.

Hayunas desmenvrocmyv npogpeccopa Unverxo omnuua-
emcs PyHOamMeHManvHOCMbIO0 U 8bICOKOL NPaKMU1ecKol 3HA-
uumocmoio. Ee kanoudamcxas duccepmanus, nocesujennas
AHEMUHECKOMY CUHOPOMY y Mamepu, naoda U HO8OPOHIeHHO-
20 Npu pe3yc-ceHCUOUNUAUUY, CINAIA BANCHBIM IMANOM 8 U3-
yueHUU nepuxHamanvHoil namonoeuu. Joxmopckas ouccep-
MAYUs, 3AUUEHHAS N0 CHEYUATIBHOCMAM «AKYuiepcrmeo
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u eunexonoeusi» u «Ileduampus» u NOCBAUEHHAST HADYUle-
HUSM adanmayuu 8 cucmeme «Mamv — HOBOPOMOEHHDITI»,
OMKPBINIA HOBbIE BO3MONCHOCIU 0TI NOHUMAHUS 83AUMOCEA-
3U cOCMOsHUSL 300p06bA Mamepu U pebenka U paspabomxu
agPpexmusHvLx N00X0008 K NPOPUNAKmuUKe U TeueHuo nepu-
HAManvHolX HAPYUeHUT.

JTuous Vearnosna — asmop 6onee 450 Hayurvix pabom, mo-
Hoepaguii, yuebHbIX U MEMOOUYECKUX NOCOOUL, PYKOB0ICcME
0715 8paueti, SNeKMPOHHBIX 00PA308AMENVHLIX MAMEPUATIOB.
Ee nybnuxayuu HeusMeHHO OMAUYAIOM AKMYyAanbHOCMb, Ha-
YUHAS 000pOCOBECHOCIY U OpUEHMAUUS HA npaxmute-
ckuti pesynomam. Illecmv asmopckux céudemenvcme Ha
U300pemeHuUss c6UdemenvCmeyom o ee cnocoOOHOCMU HAXO-
OUMv OpUSUHATIBHDIE PEUIEHUST CTIONCHBIX KIUHUYECKUX U Op-
2aHu3ayuoHHbLx 3aday. ITod pyxosodcmeom Jludouu Msaros-
Hol 3ausuiienvl 8 0okmopckux u 6onee 30 KAHOUOAMCKUX
ouccepmayuil. Mo He MONMLKO BHYUUMENbHbIE HAYUHDBLT
pe3ynvmam, HO U C8UOemMenbcmeo cO30aHUS CUNLHOL HayY-
HOUL UWiKOMbI, NPeOCasumeny KOMmMopoi ce200Hs YCneuwHo
pabomairom 6 pasnuuHLIX YupexoeHusix 30pasooxpaHeHus
U npodoniaom mpaouyuy ce0ezo yuumerns.

Becom exnad JTuduu VeanosHvl u 6 paszsumue omeue-
cmeenHoti yuebHoil numepamypul. IIo0 ee pyxosodcmsom
Ovu1u nodzomosnieHvl HYHOAMEHMAnbHble U30AHUS, CMas-
wie 3HAMUMBIMYU OIS NPAKMUYECKO20 30DABOOXPAHEHUS
U MEOUUUHCKO20 00PA308aHUS, 6 MOM HucTe nepébiti 6 Poccuu
08yXMOomMHILL yueOHuK «[ocnumanvnas neouampus», pyKo-
800cmeo «Ilannuamusnas meouyuHa y 63pocivix u Oemeii»,
A0 NpobREeMHO-OPUEHMUPOBAHHBIX NOCOOULL U PYKOBOOCS
ons epaveil. 3a amy 60nbULYI0 PAbOMY ABMOPCKULL KOTIIEK-
mue, eo3enasnsiemviii npogeccopom Mnverxo, 6vin yoocmoer
nepeoii npemuu H.V. ITupozosa.

Ocoboe mecmo 6 npogeccuonanvroti 6uoepaguu JIuouu
VsanosHvl 3aHumaem ee K140 8 pa3sumie MOCK08CK020 30pa-
sooxparenus. Kax evbicokokeanuguyuposantuiil nepuHamo-
JI02 U HEOHAMO02, OHA 0KA3ANA CYUjectnéeHHoe usHUe Ha
CO8EPUIEHCMBOBAHUE CUCTNEMbL OXPAHBL MAMEPUHCINEA U Oer-
cmea 6 cmonuye. ITo0 ee pyxosodcmeom bvina éHedpeHa mac-
WMAOHAs NPopamMma noO0O0epHKU U NPOOBUNEHUST PYOH020
BCKAPMAIUBAHUS, 4 CO30AHHDBITE U HA npomsxeHuu 29 nem 603-
enasnsemlii el 6nazomeopumenvhoiii poro «Kusumenvras
KAnzs» cmas 8axHol 00uecmeeHHotl U npoceemumensckol
cunoii 8 cgepe POPMUPOBAHUS KYIbMypPbL 300P08020 Mame-
purcmea. Oma desmenvHOCb NOTYUUNLA 3ACTLYHEHHOE 00ULe-
CmeeHHOe Npu3Haxue, 8 MOM Hucse 307I0MOtl 3HAK Kauecmea
«Poccutickas mapxa» u npemuso IIpasumenvcmea Mockeu..

JTuous ¥VleanosHa cmosina y ucmoxos opeanuauuu omoe-
JIeHUTi COBMECIHO20 NPedbIBaAHUS Mamepu U pebeHKA 8 yupedr-
OeHusx podoscnomoxcerust Mockevi u pyeux peeuorHos cmpa-
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HolL. BHedpenue amoii MoOenu umeno npuHUUnUaIbHoe 3Hae-
Hue 07151 NOBbIUUEHUS HACMOMbL U NPOOOTIHUMENLHOCMU ecthe-
CMBEHHO020 BCKAPMAUBAHUS, YMEHbUUEHUS NompebHoCmU
8 UCKYCCMBEHHDIX CMECAX U CHUMEHUS 3a00/1e6aemocty Oe-
meil panmezo 803pacma. B pasmvie 200vi 100 ee pyxosoocmeom
6 npaxkmuueckoe 30pasooXpaHeHue CMONULbL 6HEOPANUC U
Opyeue 3HauuMble UHULUAMUBHL — KOHCYZIbIMAMUBHbIE NpPO-
epammbl O7IS CIOHCHBIX NEOUAMPUUECKUX NAUUEHIN 08, MEPbL HO
COBEPUIEHCINBOBAHUI0 NOMOUAU HEOOHOUEHHVIM Oetnam, npo-
MOKOTIbL TIeYeHUST KPUMUUECKUX COCHOSHULL HOBOPONOIEHHDIX,
0pP2aHU3AUUOHHDIE PeUleH IS, NO360TUBUILE NOBLICUMb Kae-
CMB0 MEOUUUHCKOL NOMOWU HAUOOTIee YA36UMbIM KAe2opu-
SAM NAUUEHINOB.

IToOnuntviM nPoOoIHEHUEM ee HAYUHO20 U KAUHUUECKO-
20 Udepcmea cmano passumue HOBbIX HANPAeIeHUl nedua-
MPUY U HEOHAMONIO2UY: peabunumayuy 6 neouampuu, usy-
ueHUs a0anmayuy U pazeumusi Oemeil nepeozo 200a HU3Hu,
80MPOCO6 AHMUOUOMUKOPEIUCIEHMHOCU, BHEOPeHUST nep-
COHAMU3UPOBAHHVIX N00X0008 K neueruto. C 2018 2oda JTudus
Vsanosna A6715emcst 0peanu3amopom exezo00Hot cneyuani-
3UposaHHoli KoHpepeHuuu «Jlekapcmeo u Oemu», 06vedu-
Husweti NPoPeccuoHAbHOE CO0OULECNBO BOKPY2 BANCHEUMUX
BONPOCOB TIEKAPCIBEHH020 00ecneueHUsT HOBOPOHOEHHbIX
u demeil panrezo 6o3pacma.

Heouenum sxnad npogpeccopa Mnverko u 8 meduyurickoe 06-
pasosanue. JTudus VeanosHa no npasy cuumaemcsi 00HUM U3
coz0ameneti COBPEMEHHOI KOHUeNnyuu neduampuueckozo 06-
yuenus 8 Poccuu. PaspabomarHvie npu ee yuacmuu uHHOBaA-
UUOHHbIe YueOHble NaHbl no cneyuanvHocmam «Ileduampus»
u «JleuebHoe Oeno» cmanu 00pasUoM CoBpeMeHH020 100x00a
K 1no0z0mosKe 6paud, co4emanuiezo QyHOAMeHmAanyHOCMb
3HAHULL U NPOUHYI0 KNIUHUMECKYIO OCHOBY. 34 Oecsimusemus
nedazozuyeckoti OessmenvHOCMU OHA NO020MOBUTIA HECKOTLKO
noKoneHuti 8paueii, MHozue U3 KOMOPbIX Ce200HSI SIBTISTIOMCS Py-
K0B0OUMENAMU MeOUUUHCKUX yupexcOeHuil, npenodasamens-
MU, U3BECHHIMU KITUHUUUCTAMU U YHEeHbIMU.

HALLW KOBUJIAPDI 7

Ee nexyuu u HayuHvle 00Kna0bl HEUSMEHHO 6bl3bl8aATOM
enyboxuil npodeccuoranvhvli unmepec. VMx omnuuaiom co-
OeprcamenvHocmy, SICHOCMY, 00KA3AMENbHOCMb U 0c060e
MAcmepcmeo UsnoxeHus, 61az200aps Komopomy oOaxe ca-
Mble CTI0HHbIE 80NPOCHL CHAHOBAMCA NOHAMHBIMU AYOUMO-
puu. [Ing mHoeux yueHuxos u konnee Juous Veanosua cmana
He MOJIbKO y4umenem, HO U HPABCMBEHHbIM OPUEHINUPOM —
4e7I06eKOM 6bICOKOLI BHYympeHHell Kynvmypol, Oe3ynpeuHoti
npogeccuoHanvHoll uecmnocmu, mpebosamenvHocmu K cebe
U NOONUHHOLL 000POINCENAMENLHOCIU K TIIO0SIM.

Buicoxuii asmopumem JTuduu VMeanosHvl noomeepiuoa-
emcst U ee WUPOKOLL IKcnepmHoii OesmenvHocmoio. Ha npo-
MANCEHUY MHOUX JIEM OHA y4acmeyem 6 pabome sKcnepm-
HbIX U YYeHbIX C08er08, 8X00UM 8 cocmag pedKonneuil
8e0YULUX MEOUUUHCKUX HYPHATIO8, BHOCUM 3HAYUMENbHDILL
6K/1A0 8 passumiue omeuecmeeHHOl HAY4HOU Nnepuoouxu,
cosepuieHCmB08anUe NeKapcmeeHHoe0 obecneueHus u dop-
MUposarue HayuHo-06pasoeamenvHoli NOTUMUKY 8 30paso-
OXpaHeHUU.

3acnyeu JIuduu VeanosHvl nvenko nomyuunu npusHa-
Hue HA camom 8vicokom yposHe. Ona yoocmoeHa no4uemHo-
20 386aHus «3acnyiennuiii epay Poccutickoti Pedepavyuu», Ha-
epascoena 3naxom «OMaAu4HUK 30pasooXpaHeHusi», OpOeHOM
ITupozosa, npemueti Accoyuauuu cneyuanucrmos nepuHa-
manvHoti meouyunvl «Ilepcona e00a», npemueti umeHu axa-
demuka IO.E. Benvmuuiesa, HeOOHOKPAMHO CIMAHOBUTIACH
naypeamom ITupoeosckozo KoHkypca. dmu Hazpadvl ompa-
HAOM AUWD YACMb 11020 02POMHO20 YBANEHUS, KOMOPbIM
0HA NOTL3YeMCsT 8 NPOPeCCUOHATIVHOM CO00U ecmBero.

FO6uneii JIuouu Meanosuvl — 2mo npasoHux yueHu-
K08, Ko7zee, NAUUEHMO8 U BCex, KoMy Onu3ky udeanvi om-
eyecmeeHHOl neouampuu. Imo 603MONHOCY BbiPAUND
UCKPEHHIO0 NPU3HAMENbHOCY YeN08€eKYy, Ybs HU3Hb CMana
npumepom nodBUNCHUUECKO20 MPyod, 8epHOCU npogdeccuu
U 8vicouatiuiell 0MeemcmeeHHOCMuU neped 0ermvmu, cembsi-
MU, MEOUUUHOTL U cMpanoil.

Cht&xdgyuuwamaquMQWL%ﬂwu%ﬂeqnmmxozgnm@wygyua%mxcum
wuwmumymuyBgauw@uaUIuno&nxo&puuwud!
ﬂyanbneqyuuuwuuucqywuummuueeganmuﬂuunonynutoawannncayﬁamamueuammn,
ﬂm&%%ymmum%,&quﬂmwmmwnauwmnw@upqwmmbamjmqwmwamua&wwwmwgamL
mmumamyonanm%nmunacﬁmomagnw
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8 HETCKAA SHOOKPUHOINOT A

W.T. BopoHuoBa' 3, [1.H. Peauukos?, E.E. MerpankuHa’ >4, p-p men. HayK, npoceccop,
A.B. NeTpankun?, g-p mea. HayK

W3MEHEHME POCTA Y JETEN C AXOHAPOMNA3UEMN
NOCJIE OQHOIo rogA NPUMEHEHUSA BOCOPUTUAA:
PETPOCNEKTUBHOE KOFOPTHOE UCCNEQOBAHUE

KntouyeBble cNoBa: JeT1, aXOHAPOMNa3us, aHanor HaTpuitypetuyeckoro nentuaa C-tvna, Bocoputug, 3bdekTMBHOCTb, De30MacHOCTb,
peanbHas KNMHWYecKas npakT1ka
Keywords: children, achondroplasia, C-type natriuretic peptide analog, vosoritide, efficacy, safety, real clinical practice

Pestome. O6ocHOBaHMe. B HacTosiLee Bpems Anist yBENMYEHUS pocTa AETEN C aXOHAPOMNa3nen NPUMEHSETCs POCTOCTUMYNNPYIOLLAN NaToreHeTHYe-
Ckasi Tepanus NpenapaTom BocopuTva. IhekTMBHOCTL M Be30MacHOCTb Npenapara ycraHoBIeHa B PaHAOMU3MPOBaHHOM ABOMHOM C/IENOM MiaLie-
60-KOHTpONMpPyeMOM ucciefoBaHUU. IMeIoTCs orpaHUYeHHbIe AaHHbIE O pe3ynbTaTax NPYMEHEHNS BOCOPUTMAA B PearnbHOM KIIMHUYECKON MPaKTUKE.
B Poccuu Takue iaHHbIe OTCYTCTBYIOT. Lienb nccneaoBaHms: u3yumTb 3 heKTUBHOCTL M De30MacHOCTb BOCOPUTMAA Y AETEN C aXOHAPON/a3Men B yCIOBM-
X peanbHOoW KIMHUYeCKom NpakTyku B Poccum. MeToasl. AHanv3vnpoBany pesynstathl NEPBOTO rofia Tepanuiu AeTel C axoHApon/asueil B BO3pacTe oT
2 1014 net. AHTPONOMETPUYECKME AaHHbIE NONYYeHbl HA MOMEHT O4YHOTO NPUEMA, @ TaKXKe W3 MefVLIMHCKOW AOKYMeHTaLmK. Y Bcex eTel npoBeeHa
OLieHKa KOCTHOrO BO3pacTa MeTOLLOM peHTreHorpadum kuctei. Pesynitatbl. Bocoputig B Ao3e 15 MKI/Kr Macchl Tena exefHeBHO NOAKOXHO B TeYEHME
OfHOTO rofia BBOAMAM 84 NaLyieHTaM C axOHAPONa3suel, BCe C BbIPaXEHHOW 3aAepXXKOM pocTa. Yepes rog Tepanum BOCOPUTULOM Oblio 0TMEYEHO
CTaTUCTUYECKM 3HAYMMOE YBENMYEHME NoKasaTenen pocta, SDS pocta, Maccel Tena, SDS IMT, koctHoro Bo3pacta, Ho He MIMT. 3akntoueHue. Tepanus
BOCOPUTMAOM B TEYEHME OHOIO roAa NO3BONAET AOOMTLCS yNyulLeHWs Nokasatenei SDS pocta, 3deKT oT NeyeHus bonee BbipaXeH y MaNb4YUKOB.

Summary. Justification. Currently, growth-stimulating pathogenetic therapy with vosoritide is used to increase the growth of children with achon-
droplasia. The efficacy and safety of the drug were established in a randomized, double-blind, placebo-controlled trial. There are limited data on the
results of the use of vosoritide in real clinical practice. There is no such data available in Russia. The purpose of the study: to study the efficacy and safety
of vosoritide in children with achondroplasia in real clinical practice in Russia. Methods. The results of the first year of therapy for children with achon-
droplasia aged 2-14 years were analyzed. Anthropometric data were obtained at the time of the face-to-face appointment, as well as from medical
records. Bone age was assessed in all children by radiography of the hands. Results. Vosoritide at a dose of 15 mcg/kg body weight was administered
subcutaneously daily for 1 year to 84 patients with achondroplasia, all with marked growth retardation. After a year of vosoritide therapy, there was a
statistically significant increase in height, SDS height, body weight, SDS BMI, bone age, but not BMI. Conclusion. Vosoritide therapy for 1 year makes it
possible to achieve an improvement in SDS growth rates, the effect of treatment is more pronounced in boys.

[ns uMTMpPOBaHMS: V3MeHeHWe pocTa y fieTell ¢ axoHApOMNiasuell nocie o4HOro rofa NPUMEHEHWs BOCOPUTUAA: PETPOCMEKTUBHOE KOTOPTHOE
uccneposaHue / W.I. BopoHuoBa, [I.H. Pe3Hukos, E.E. Metpsiikuna, A.B. MeTpsikuH // NMpakTtvka neguatpa. 2026. Ne 1. C. 8-15.

For citation: Growth changes in children with achondroplasia after one year of vosoritide use: a retrospective cohort study / 1.G. Vorontsova,
D.N. Reznikov, E.E. Petryaikina, A.V. Petryaikin // Pediatrician's Practice. 2026;(1): 8-15. (In Russ.)

OBOCHOBAHMWE
Axonoponnaszus (OMIM #100800; ko MKB-10: Q77.4) - 3a-
6oreBaH1e U3 TPYIIIbI CKENETHBIX AMCIUIA3MIL, XapaKTepU3y-
€TCs1 HUBKOPOCTIOCTBIO U YKOPOUeHMEeM IPOKCUMAIbHOTO Cer-
MeHTa KoHeyHocTelt (pusomennst) [1].

PacripoctpaneHHOCTh GomesHm cocrasiasier 1 : 25000-
30000 HOBOPOXXI€HHDIX, TUII HAC/IEAOBAHNA Ay TOCOMHO-IOMMI-
HauTHbI [2]. [Ipuunna 3a60meBaHms — IATOreHHbIE BAPUAHTHI
rena FGFR3 (fibroblast growth factor receptor 3), Konupyrore-
O TPaHCMeMOPaHHBII y4acTOK pelienTopa dpakTopa pocTa ¢u-
6pobmacroB 3-ro tumna [3]. Hambomnee yacTeiMu BapuaHTaMu

reHa (y 98-99% 60mbHbIX) siB/IAtoTcs ¢.1138G>A (p.Gly380Arg)
n cl1138G>C (p.Gly380Arg), pexe (y 0,4-1,3% 6o0mb-
HbIX) OOHapyxuBatoT Bapuanthl C.1043C>G (p.Ser348Cys),
c.649A>T (p.Ser217Cys), c.375G>T (p.Gly375Cys), ¢.1031C>G
(p.Ser344Cys) n ¢.833A>G (p.Tyr278Cys) [4].

[TepBoHawyanpHO B JIEYEHNM AXOHAPOIIASUM VCIIONb30-
Ba/mu ropMoH pocra [5]. VI ecnu B Havasme yedeHust OT™Meda-
M yBENIMYEHME CKOPOCTY POCTa, TO B ITOCIeAyIouye 1-2 roga
TEMIIBI POCTA CHYDKAINCH V1 KaK Pe3y/IbTarT I10 3aBepIIeHIN Te-
pammuy B CBSA3M C 3aKPbITMEM 30H POCTa CYILECTBEHHOI pas-
HULBI B POCTE B CPABHEHNUM C [IALJVIEHTaMM, He IOy aBIIVMU

'Poccuiickas feTckas KnuHuyeckas bonbHuua - dunman GTAQY BO «Poccuiickuil HaLMOHaNbHbIN UCCefoBaTeNbCKMA MEAULIMHCKUIA YHUBEPCUTET

um. H.W. NMuporosa» MuH3pgpasa Poccuu, r. MockBa

2TbY3 «Hay4HO-NpaKTUYeCKUI KNTMHNYECKUI LLEHTP AMarHOCTUKM W TeNneMeanLIMHCKMX TexHoNori lenapTaMeHTa 3ApaBooXpaHeHus ropofa Mocksbi»
3®rAQY BO «Poccuiickmii HaUMOHaNbHbIM MCCNEAOBATENbCKUI MEANLMHCKWI yHMBepcuTeT uM. H.W. Muporosa» MuH3apasa Poccuu, r. MockBa
4TBY3 «Mopo30BcKas AeTcKas ropoAckas KnnHuyeckas 6onbHMLa [lenapTaMeHTa 3ApaBooxpaHeHus ropoaa MockBbl»
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TOPMOH, He 0OHapy>xeHo [6]. [IpuunHoit HU3KoI 3 PeKTB-
HOCTM TOPMOHA pOCTa AB/IAETCSA OTCYTCTBUE Y IAIVIEHTOB
¢ axoHpporiasuel ero gepuiura [7]. Tem He MeHee B SIoHUM
9Ty TepaIuIo IPYMEHAIOT 1 B HacTosIlee BpeM [8].

B 1994 1. 65110 Oy61MKOBAaHO cOOOLIeHME 06 0OHApYKe-
HVJ T€HA, BBI3bIBAIOIIETO aXOH/IPOIIIA3MI0, PACIIONIOKEHHOTO
Ha KOPOTKOM Ijteue 4-11 xpoMocomsl (4p16.3) [9].

Wsmenenne rena FGFR3 IpuBOAUT K aKTUBALMM CUTHATIb-
Horo my™y MAPK (MuToreH-akTuBMpyeMas HPOTEMHKIHA3a) 1
KaK CJIefiCTBMe HapyIleHuIo XoHporeHesa [10]. [Tomumo Hu3-
KOPOCTIOCTH, 9TO BBI3BIBAET PAAJ] OC/IO>KHEHMIA, B TOM YVICIIE K13~
HEYTPOXKAIOLIMX: CTEHO3 OOJIBIIOrO 3aTbIOYHOTO OTBEPCTHSA
C LIepBUKO-MERYIIAPHON KOMIIPECCHEN, HApyIIEHMEM [bIXa-
HMA BO CHe, OOCTPYKTMBHBIM anHO3 cHa [11]. Bmecte ¢ aTum
ObUI0 0OHAPY>KEHO, YTO MHTYOVpYIOlLiee IelICTBYE Ha CUTHA/Ib-
Hblit myTb MAPK okasbiBaeT HaTpuilypeTM4ecKMii IenmTH[
tuma C, B pe3y/IbTaTe 4ero MpOoMCXOAUT HOpMalIu3anus mpo-
mudepanyn u gudddeperimpoBkn xoHgpouutos [12, 13].
Ha sTOM OcHOBaHMU [jIsl IIATOTEHETHYECKOI Tepammyl aXxoH-
Iporvtasuy ObUT paspaboTaH aHAlIOr HATPUITypeTUIecKOro
nernruaa Tuia C — mpemapar Bocoputup (vosoritide). Cs3biBa-
HIIe TIpenapaTa ¢ peLelITOpOM HaTPUITypeTUIeCKOro MenTuya
THUIIA B IpMBOAUT K aKTVMBAIMy CUTHATBLHOTO KacKajja C HIY-
6uposanyem mytt MAPK/ERK 1/2 (ERK - kuHasbl, perynmmpy-
eMble BHEK/ICTOYHBIM CUTHAJIOM) Ha YPOBHE IPOTOOHKOT'€HHOJ
cepuH/TpeoHMH-TIpoTenHknHa3bl (RAF-1), ctumynanum, Kak
OTMeYeHO Bbillle, pondepanym u guddepeHIPOBKI XOH-
IPOLIUTOB V1 OTIOXXUTELHOMY BJIMSTHUIO Ha POCT KocTeit [14].

SddexTrBHOCTD U 6€30MACHOCTh BOCOPUTHAA ObIIa TTON-
tBepxjeHa (BMN 111-301) B paHZOMU3VPOBaHHOM JIBOITHOM
CJIETIOM  IIalle00-KOHTPOIUPYeMOM 52-Hele/IbHOM MCCTIeHO-
BaHUM, KOTOPOe ObUIO MpPOBefeHO B OONbHUIIAX 24 TOPOLOB
B ceMu cTpaHax (ABcrpammy, [epmanuy, Snonuy, Vicnanun,
Typuuu, CIIA 1 Bennko6puranun) 1 B OTKPBITOM UCCTIEROBA-
Huy (BMN 111-205) [15]. [lepen cTapToM Tepamuu B TeUeHe
He MeHee 6 MeC BCe TAlMeHThl IPUHMMAIY YYacTye B HabIIo-
JIaTeTbHOM MCCTIETOBAHNM C Ie/IbI0 OLIEHKM POCTa IO JIeYeHNA.
B nccnenoBanye He BK/IIOYa/IV IAIVIEHTOB IIOC/IE ONIEPALVIN 110
YIUIMHEHUIO KOHEYHOCTel1, BHIITO/IHEHHOIA B IIPeLIeCTBYIOLIVe
18 Mec, WM IVTAaHUPOBABIINX TAKYIO ONEPALNIO B O/IDKaiiIILe
iBa ropia. Bocopuyp Ha3Havamm B fo3e 15 MKI/KT Macchl Tea
(n = 60) e>xeHEBHO MOIKOYKHO, MALIVIEHTHI B TPYIINle KOHTPO-
14 (n = 61) nony4anu maune6o. B pesynprare 6pU10 mokasa-
HO, YTO B Te4eHye MIePBbIX IBYX JIeT TePAIINY IIperapar yBe/m-
4yBaeT CKOPOCTb POCTa IAIMEeHTOB B CpefHeM Ha 1,57 cm/rox
B CPaBHEHMM C TEMIIAMI POCTa [0 Havdasa iedenns. ¥ 85% ma-
L[VIEHTOB, HOJTY4YaBIINX BOCOPUTH, 3apUKCUPOBAHBI HeXXela-
TeIbHbIE peaKLUM B MeCTe MHbeKIuM, y 27% — pBoTa, y 13% -
CHIDKEHNe apTepuanbHOro fasaeHns [15].

B Hacrosiijee BpeMs BOCOPUTHJ He 3aperMCTPUpOBaH B
Poccum, Ho paspeltieH k mpuMeHeHMIo B EBporelickoM cotose u
CHIA y neTeli ¢ aXOHApOIIIA3MeN C LIeIbI0 YBETMYEHUA TEMIIOB
JIMHeItHOro pocTa [16, 17]. B 9011 CBA3M aKTya/IbHBIM ABJLACTCS
OIIJICaHMe OIbITa IIATOIeHEeTIYECKON Tepalmy POCCUICKMX Ma-
LMEHTOB C aXOHJPOIUIa3yeli, a TakKe aHamm3 9PPeKTUBHOCTH
BOCOPUTH/A C y4eTOM BO3pacTa I IT0/1a ITAIMeHTOB.

HETCKAA SHOOKPUHONIOTA 9

LIESIb UCCNNIEROBAHUNA
V3yuntb 3¢ PeKTUBHOCTb U 6€30IaCHOCTb BOCOPUTHAA Y He-
Tell C aXOHJPOIUIA3NeEN B YCIIOBUAX PEAJIBHON KIMHNYECKON
npaktuku B Poccun.

METO/bI
[u3aitH uccmeqoBaHUsA
IIpoBenieHO peTpOCIeKTMBHOE KOTOPTHOE MCCIeJOBAHMeE.

YcnoBusA npoBeneHNsA MCCIeoBaHs
B mccnenoBaHuy IpoaHanMM3VpOBaHbl JJAHHbIE NALMEHTOB C
AXOH/pOIUIa3Melt, TOCIUTAIN3MPOBAHHBIX B MEUIIMHCKIE Op-
ranmsauuy cyobekroB Poccuiickoit Oenepanym (PD) st Te-
panuy BOCOPUTHEOM B Ieprof ¢ MioHst 2022 1o gexabpp 2023 T.
B cBsI3M € TEM YTO BOCOPUTH, HE 3aPETUCTPUPOBAH Ha Tep-
puropuu PO, BBO3 Ipenapara Ha TEpPUTOPUIO CTPAHBI MOXKET
OBITb OCYIIIECTB/IEH MCK/ITIOYNTEIBHO Ha OCHOBAaHMM 3aK/II0de-
HIsI KOHCUIMYMa Bpadeit pefiepanbHbIX yIpeXXaeHnit (Tak Ha-
3bIBaeMblil (efiepabHblil KOHCUINYM) B COCTaBe B TOM YMCIIE
JIETCKOTO SHJIOKPVHOJIOTa, HeMIpOXMpPYypra, TPaBMaTO/IOra-op-
toniena (IToctanosnenne IlpaBurensctBa P® ot 29.09.2010
Ne 771 (pen. ot 15.10.2014) «O mopsiike BBO3a JIeKapCTBEH-
HBIX CPeJICTB I MEAMLIVHCKOTO IPYIMEHEeH)A Ha TePPUTOPUIO
Poccmiickoit eneparnm»). C LebIo MOMTyYeHNsT 3aKTI0YeHNs
(demepanbHOrO KOHCWIMYMa JIedallmii Bpad IIaljMeHTa Ha-
IpaBJIseT 10 3allVIeHHOMY KaHany Bcepoccuiickoro 1ieHTpa
MeIMIMHBI KaTacTpoQ «3aluTa» MaKeT HJOKYMEHTOB O COCTO-
SIHUU 3[0POBbA HallVieHTa (BBIMCKY M3 aMOYIaTOPHOI 11/VIn
CTAlMOHAPHOI KapThl IAIMeHTa, JaHHble aHTPOIIOMETPUM, 3a-
K/II0YeHMe MO/IEKY/LIPHO-TeHETUIeCKOTO MICC/IeNOBAHIS, PEHT-
reHorpaduio Kucteri). 3aTeM COTPYAHMK OTHeNa TelleMeUIIMH-
CKMX KOHCYIbTaUJI ¥ TOCIMTA/IM3aLMil COITIACOBBIBAET CO
crienanuctamn GeepanbHOro [eHTpa 1 3aKOHHBIM [PefCTa-
BUTeNIEM IIALVIEHTA ATy IPOBEfeHNsI BUAe0-KOH(pEPeHI-CBsl-
3u (BKC) (1ipy mepBMYHO KOHCY/IbTALMy 0053aTeNbHO Y-
cyrcrBue manyenta). ITo pesymsraram BKC cnenmanmcTs
(demepanbHOro LeHTpa MPOBOAAT (efepanbHbII KOHCUINYM,
0 MTOTy KOTOPOTO IIPYHMMAETCA pellieHre 0 HasHauYeHNN a-
TOTEHETNYECKOI Teparyi. aKodeHre denepanbHOro KOHCH-
NMyMa HaIpaB/IseTcs B PETVMOH Mo MecTy TpeboBauums. [Tocre
HO/Ty4YeH)s 3aK/II0YeHNsI YIIOTHOMOYEHHbIe COTPYAHUKM Mu-
HIICTEPCTBA 3 PaBOOXPaHeHNA CyObeKTa, MEeAMIVHCKAs Opra-
HM3alMsl HAIPaB/ISIIOT TaKeT JOKyMeHToB B oy «Kpyr mo-
6pa» (COIVIACHO IIepeYHI0 NOKYMEHTOB, IIPEfiCTaBIeHHbIX Ha
caiite ponna www.poHaKpyrHoOpa.pd) Wit NPOBeReHNsT IKC-
[epTU3bI BEAYIIMMI SKCIIEPTAMM, CIIeLMaINCTaAMI-BpadaMu —
[ETCKUMM SH[IOKPMHOJIOTaMY, O HasHAYeHMM IaToreHeTyde-
CKoJI Tepamuy pebeHKy ¢ opdaHHbIM 3ab0meBanyeM. I1o 3aBep-
IIEHNN 9KCIIEPTHOTO COBETa 3aKOHHOMY IPEICTABUTENIO Ia-
L[VIeHTa HAIIPaB/IAI0T 3aK/Io4eHNe. B crydae monoxmrebHOro
petennst poug, «Kpyr obpa» B paMKax permoHanbHON 3as1BKI
HepcOHMUIMPOBAHHOI HOTPEOHOCTY 3aKyIIaeT ¥ MOCTAB/L-
eT B peryoH (110 OCHOBHOMY MeCTY YKUTe/IbCTBA IIAl[iieHTa) Je-
KapCTBEeHHBII IIpernapar. Bpau-crenamicT, yioTHOMOYeHHBbI
MuHKCTEPCTBOM 3[paBOOXpaHeHNsl CYObeKTa, MHOPMUpPYeT
3aKOHHOTO IIPEfICTABUTENS ITAljMieHTa O MOCTYIUIEHNN JIeKap-

Ne 12026
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>KI3HEHHO Ba>KHO (bYHKI_U/II/I, KOTOpbIE, II0O MHEHNIO
JIedallero Bpava, MOIVIM OKa3aTb HETaTMBHOE BIIVA-
HM€ Ha 3[J0pOBbE NMALIEHTA.

MEANLIMHCKOE BMELLATEJIbCTBO

B coorBeTcTBMM C MHCTpyKIMEN IO IPUMEHEHUIO
BOCOPUTHMA Ha3HAYa/IM B fo3e 15 MKI/KT eXefHeB-
HO, ITOJKOXXHO. Y IIaLIMEHTOB IIOC/IE OIEPaTMBHOTO
nedenys (YIIMHEHVe BePXHUX WIM HVDKHUX KOHed-
HOCTel1) BOCOPUTHJ, Ha3HAYa/ He paHee 4eM depes
6 Mec IOCTIe CHATH: amIapara BHeIIHel ukcanum.
Bo Bcex cmyyasx npemapar HasHavaay Ha OCHOBAHNUM
pemeHyA ¢eneparbHOrO KOHCH/IMYMA.

LIEJIEBBIE MOKA3ATEJIN UCCNEOBAHUA

Puc. 1. NaToreHe3 pa3suTus 3aboneBaHNs axoHApONNasuu.
PocT KocTu B vy B HopMe (a) 1 npm axoHaponnasu (6).
(ABTop pucyHka [1.C. PyT)

CTBEHHOTO IIpenapaTa B MEAUIVHCKYIO OpTaHN3aLIo, IPUTJIa-
I1aeT Ha 00CIefoBaHNe, MHUIVALIVIO TEPATINY M O0YIEeHMIO PO-
AuTesiel o BBeJEHMIO TIperapara.

Bcero Ha OYHOM IIpyeMe B KOHCY/IbTaTMBHO-AMATHOCTU-
4eCKOM LeHTpe POCCHIICKOI [ETCKOM K/IMHWUYIECKOl O0Ib-
Hyupl (POKB) — ¢unana Poccuitckoro HaumoHaabHOTO MC-
CTIeOBATENbCKOTO MemMIMHCKoro yHuBepcurera (PHVIMY)
nmM. HJL. TIuporosa (MockBa) IIpOKOHCY/IBTHPOBAHO 26 Yero-
BEK; Yepes CUCTeMY «Bpau — Bpad» umn «Bpad PIIKDB — Bpa4 me-
IMIVHCKOJ OpraHM3aluy perMoHa», pealn30BaHHyI0 Ha Oase
Bcepoccuiickoro LieHTpa MeAMIVMHBL KaTacTpod «3ammTar, —
58 4ennoBex.

KPUTEPWUW COOTBETCTBUA

Kpumepuu exnrouenus:

e aXOHJPOIUIA3Ns, NOATBEPXKIEHHASA MONIEKY/IAPHO-TEHETH -
YeCKVM MCCTIefloBaHMeM (Ha/lidye IIaTOreHHOTO BapyaHTa
rena FGFR3);

e BO3pacT OT 2 10 14 neT;

e PEHTTE€HOJIOTMYECKM YCTaHOB/IEHHBII KOCTHBI BO3PacT
<14 net y ManpumMkoB U <13 j1eT y neBouek (kaTeropum je-
Tell ¢ KpUTEPUAMM Ha3Ha4eHM, KOTOPbIM II0Ka3aHO I1aTo-
TeHETUYECKOE JIeYEHMeE JIEKAPCTBEHHBIM Ipernaparom Boco-
puTHA, IpefcTaBIeHsl Ha caitte Ponpa «Kpyr mobpa»).

Kpumepuu neexmouenus:

e IPOTMBOIOKA3aHMA K IPOBEJECHUIO TEPAlMy AHATIOTOM
HaTpuitypeTndeckoro mnentupga C-tmma (CoITTacHO MH-
CTPYKIUM IO IPYIMEHEHMIO TIpeTiapaTa BOCOPUTI);

o CHATHE alllapaTa BHEILIHell (pUKcaluy paHee 6 MecC IOCye
OIEPaTMBHOrO JiedeHVs (YI/IMHeHUe BePXHMX U HIDKHUX
KOHEYHOCTeIN);

e OTKa3 pOguUTENs MALVEHTa MM IAalMeHTa cTapie 14 jeT
OT JIeYEHMS;

 Ha/muye 3a6071eBaHMA (OCTPOTrO MM XPOHUYECKOTO) VTN
HapylleHNs, BKJIIOYas OTKJIOHEHYe J1abOpaTOpPHOro Io-
Kasare/sl oT ped)epeHCHOro VIHTepBajla MIN HOoKas3aTeel

Ne 12026

OcHoe6Hoil noxkaszamenv Uccie008aHus
SddeKkTUBHOCTD Tepammy OLIEHNMBANU IO M3MEHe-
HUIO BEJIMYMHBI CTAHAAPTHOTO OTKIOHeHwMsI (standard
deviation score, SDS) pocTa mocse oZHOro rofa Te-
pamuy B CpaBHEHUM C ITOKa3aTeleM [0 MHULMALN TePaIiuu
BOCOPUTHAOM. J[JaHHbBIE O POCTe O MHULMALMN TePAy O~
Tyqany 160 HeITOCPEHCTBEHHO BO BPeMsI OYHOTO IIpueMa pe-
OeHKa B KOHCY/IbTaTVMBHO-AMarHoctuieckoM rentpe PIKB,
OO0 IpY IPOBEEHNM TeTIeMESULIMHCKON KOHCYIbTALINNA OT
JIedallero Bpaya IanyeHTa.
Bei6op mepmopa OTCHIEXMBaHNs pPe3y/IbTaTOB Tepamuu
(1 rom) BBIIONHEH B COOTBETCTBUM C IIEPUOLOM TepaIruyu
BOCOPUTHUAOM B KIMHWYECKOM yccmenoBanuy [18]. MuHu-
MaJIbHO K/IMHMYECK! 3HAYMMBIM CUNTAIN U3MEHEHUS OT WC-
XOHOM TOfIOBOV CKOPOCTM POCTA IO CPABHEHMIO CO CPEHEM
sHauenneM 0,13 cm/rop [15,19].

Hononnumenvhvie noxkasamenu uccne008aHus
B kavecTBe HOMONMHUTENTBHBIX HOKasareneil 3¢GdeKTUBHOCTI
Tepanuy OLIeHNBA/IV U3MEHEHNE B TeYeHie TOfia KOCTHOTO BO3-
pacra, nuagexca maccel tenma (VIMT) u SDS o6oux mokasarereit.
OrmnpepenieHrte KOCTHOrO BO3pacTa [0 Hadayia jiedeHVsl Bbl-
HOJIHEHO Ha OYHOM IIpVieMe VI IIPY TeNeMENULIMHCKUX KOH-
CYyIBTalMsIX IALVEHTOB (3aKOHHBIX MPENCTABUTENIEN) 0
JAHHBIM peHTreHorpapyyecKnx CHUMKOB KUCTeil PYK, BBIIOJ-
HEHHBIX He II03IHee 6 MeC OT JjaThl KOHCYIbraimy. KocTHbit
BO3PACT YCTaHAB/IMBA/IM C UCIIONb30BAHMEM PA/IVIOTIOTITIECKOTrO
arnaca MetopoM Tanner — Whitehouse [19] n Greulich and Pyle
[20]. TToBTOpHOE peHTTeHONOTMYecKoe VICCIENOBaHue KUCTeN
(51 ompefieneHyIst KOCTHOTO BO3PacTa) IMPOBOAIIOCH Yepes TOf,
OLeHKY aHTPONOMeTpUYeCKUX IoKasarenell (poct (cm), Macca
tena (xr), IMT (kr/m?)) mpoBORWIV IO MHULIMALVN TePAIIUN I
yepes rofi iedeHis1. [7st 3MepeHMst POCTa M MacChl Tefa UCIIONb-
30Ba/IM CEPTUPUIMPOBAHHOE MEAVIIIHCKOE 000pYHOBaHe.
SDS paccuntsiBamy 1o popmyrne (X - X)/SD, rae X - sHaue-
HIte TT0Ka3aresis y manyenTa, X — CpefjHee 3HaYeHe IT0Ka3aTes
LA JAHHOTO IO/Ia ¥ BO3pacTa, SD — cTaHapTHOe OTK/IOHEHMe
3HAYeHWIT TOKa3aTesIsI L1 JAHHOTO TI071a ¥ Bo3pacTa [22]. Benu-
iy SDS VIMT paccumThiBanm ¢ UCIONb30BaHMEM IIPOrPAMMBI
Auxology (Pfizer, CIIIA), c yueToM mosna 1 Bospacra.
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Tabnuua 1. I3meHeHne aHTPONOMETPUYECKMX NMOKa3aTesel U KOCTHOrO Bo3pacTa Yy JeTeil ¢ axoHaponnasuei B BO3pacTe
2-14 net 4epe3 OOMH rod Tepanuu BOCOPUTUAOM. [MpuBedeHbl MeAuaHHbIe 3HAYEHWUd, 25 U 75 NPOLEHTUNb, N3MEHEHUs
OLIeHeHbl N0 KpuTepuro YnKoKCoHa

‘ WcxopHo

‘ Yepes 1 rop

‘ N3meHeHue, abe. ‘ WN3meHenue, % ‘

lMoka3atenu 1]
PocT, cm 94,5[81,4;110,1] | 100,2 57 6 <0,001
SDS pocra [g;g[ﬁg‘é] 3461 | 404 [-462:-337] | 013 3.1 0,006
Macca Tena, kr 17,5[13,4; 26,1] 20,0 [14,6; 27,9] 2,5 14,3 <0,001
NMT, kr/m? 19,9 [18,3;21,7] 19,4 [18,5; 21,9] -0,48 24 0,886
SDS UMT 2,01 [1,40; 2,72] 1,75 [1,17; 2,45] 0,27 13,2 0,006
KoCTHbI BO3pacCT, rogpl 5,5[2,5; 8,1] 7,0[3,8;10,0] 1,40 26,1 <0,001

besomacHocTh BOCOpUTHA OLIEHNBAa/IN B COOTBETCTBUN C
TNEPpEIMC/IEHHBIMI B MTHCTPYKIIMMN 10 IIPUMEHEHNIO IIpEIIapaTa
HEXXenaTeIbHbIMU peaKIUAMU. B YaCTHOCTMY, YIUTDIBAJIN CITYy-
qyan peaKuMﬁ[ B MECTE€ MHBEKI NN, C/Tydall pPBOTHI 1 CHVDKEHIE
apTepNAJIbHOIO JaB/JI€HNA.

AHAN3 YYBCTBUTEJIbHOCTU
Pesynbrater mccnepoBanms (usmenenme SDS pocra u SDS
VIMT, a Tax>xe M3MeHeHye KOCTHOTO BO3pacTa) aHaM3UpOBa-
JIVL C 4€TOM II071a ¥ BO3PacTa IalieHTOB (BO3pacTHbIE IPYIIIIbI
2-4ropma, 5-9 m 10-14 net). Bo3pacTHbIe IpyIIbI ONIpefie/ieHbl B
COOTBETCTBUM C PaHee ONYO/IMKOBaHHBIMIU KIMHUYECKUMI UC-
crepoBanyamy (BMN 111-205; BMN 111-206), a Taioke ¢ yde-
TOM IIOKAa3aHMII K IPUMEHEHMIO JIeKapCTBEHHOrO IIperapara
Bocoputuy, (pasgen 4.1 MHCTPYKLMN) TedeHyie aXOHAPOIIIA3UN
y HaIVIeHTOB B Bo3pacTe 2 jieT U crapuue [17, 23].

Crarucruyeckne Npouexypbl

o IIpunyunvt pacuema pasmepa évi6opxu

Heobxonumblii pasMep BbIOOPKM IIpENBAPUTENIbHO HE pac-
CUYUTHIBAJIN.

o Cmamucmuueckue memoovt

AHanu3 MaHHBIX BBIMTOJIHEH C MCITOIb30BaHMEM ITaKeTa CTa-
tuctnaeckux nporpamm STATISTICA, sepcma 12.5.192.7
(StatSoft Inc., CIIIA). Omnmcanne KonmM4ecTBEHHbBIX IIOKa3aTe-

JIeT1 BBIITOTHEHO C YKa3aHueM MefyaHsbl (25-11; 75-11 lepLeHTH-
JIM) U JUaa3oHa sHadeHuit (min — max). VisMeHeHMe Kom4e-
CTBEHHBIX ITOKa3aTesiell B [IePHO], MCC/IefOBaHNS OLJeHNBAIN C
UCIONTb30BaHMEM KpUTepusA YWIKOKCOHA. Pasmuuusa cunranm
CTaTUCTUYECKM 3HaYMMbIMY IIpu p < 0,05.

3TUYECKAS SKCNEPTU3A

ITpoBenenye uccnenoBanus ObUIO OF0OPEHO IOKATbHBIM 3TH-
yeckum komuretoM PIIKD - dunmmana PHYMY um. HIL. In-
porosa (mpotoxon Ne 11 ot 28.02.2023). IIpu ambynaTopHOM
IpyeMe VIV BO BpeMs CTAallIOHAPHOTO JIEYeHN S OT 3aKOHHOTO
HpefCTaBNUTe/LA MAllVeHTa MOyYa/y IMCbMeHHOe MHPOPMIU-
PpOBaHHOE TOOPOBOIBHOE COI/IAcye Ha UCIIONIb30BaHeE, B TOM
4J)CTle TIOBTOPHOE, U PAcIpPOCTpaHeHMe MAaTepuanoB U JjaH-
HBIX, Pe3y/IbTaTOB 00CIeOBaHNA Y JIEYeHNs, B TOM 4MCTIe C
Hay4YHOI LIENIbIO.

PE3YJIbTATbI'

Y4yacTHUKM MCcCIeTOBaHMA

B niepuog ¢ mroHst 1o ekabpb 2022 I. Teparist BOCOPUTHLOM OblTa
HasHa4yeHa 118 mamyeHTaM C JMarHO30M «aXOH/POIUIA3VA», U3
HIIX B VICC/IENOBaHyie ObUIV BK/IIOYeHbI JaHHble 84 (71,2%) maum-
eHTOB (56% MaJTB4MKI), MeiMaHa Bo3pacra 2-14 ner [2,4; 14,0].
34 maryenTa He ObUIM BKIIOYEHDBI B MICCTIENOBaHME B CBA3M O0rtee
TIO3/IHEN MHMLIALVEN ITAaTOT€HeTUYECKON Tepaluy WIX OTCPO-

Tabnuua 2. ViameHenne pocta, SDS pocta, SDS mHAaekca Macchl Tena U KOCTHOrO BO3pacTa Y MauyWeHTOB MpuW NeYeHum
BOCOPUTUAOM B TEYEHWE OHOO rofa (MeauaHHbIe 3Ha4YEeHNs)

BospacTHbie Pa3HuLa KoCTHOro

BO3pacTa

Pa3nuuya pocta (cm) | SDS pocta (ctapt) | Pashuua SDS pocta | Pa3nuua SDS UMT

Manbuuku (n = 47)

2-4 roga (n = 15) 6,00 -4,54 0,21 -0,48 0,95

59 et (n=19) 4,50 -4,31 0,10 -0,13 1,40

10-14 net (n=13) 5,10 -3,43 0,14 -0,35 1,80
[esoyku (n = 37)

2-4 roga (n=12) 5,75 -4,44 0,00 0,03 0,75

5-9 net (n =24) 4,05 -418 0,13 -0,17 1,90

10-14 ner (n=1) 0 -4,38 -0,22 -1,59 3

'MpeaBapuTENbHbIE pe3ynbTaTbl UCCNEAOBaHMUS OMyDNMKOBaHbI B cocTaBe MaTepuanos XXIII KoHdbepeHLMM « DHAOKPUHHBIE acneKTbl B NeauaTpumny,
12-13 Hosbps 2024 1. CM. cOOPHUK TE3UCOB, pa3pen «AxoHaponnasus. KnuHuka. ImarHoctuka. JiedeHue, ¢. 28-29.

Ne 12026
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Ta6nuua 3. Manb4mku (Bce Bo3pacra oT 2 4o 14 net) pasHuua
OCHOBHbIX MoKa3aTteneil Ha hoHe Tepanum BOCOPUTUAOM 32
nepuog ¢ 2022 no 2023 .

Manbumkm
B BO3pacTe
ot 2 go 14 net
(n=47)

Moka3artenu
(Ha chone Tepanuu

NPOAOIKHUTENLHOCTLH
OfVH rop)

MPAKTIKA

neavartpa

Ta6nuua 4. [leBo4km (Bce BO3pacTta oT 2 4o 14 ner) pasHuua
OCHOBHbIX NOKa3aTenemn Ha YOHe Tepanui BOCOPMTUIOM 3a
nepuog ¢ 2022 no 2023 .

J1eB0OYKM
B BO3pacTe
0T 2 no 14 net
(n=37)

Moka3arenun
(Ha thoHe Tepanuu
NPOAOIKMTENBHOCTLH

Me [Q1-Q3]

Pasuuua SDS pocta 0,1410,10;0,21] | p < 0,001
PasHuua SDS UMT 0,35[0,13; 0,48] | p < 0,001
PazHuua KB .

(KOCTHbIi1 BO3PACT) 1,400,95;1,80] | p < 0,001

YEHHOTO JICYeHNA 110 MEAMIIMHCKIM TTOKA3aHIAM.

Y 118 manyenToB B 94 (80%) cry4asx MONIEKy/ISIPHO-TeHe-
TIYeCKOe MCC/IeioBaHNMe C Lie/IbI0 TOATBEPXKACHN 1arHo3a
OBIIO TIPOBEJIeHO B 1abopaTopuyt MeInKo-TeHeTNYeCKOro Ha-
y4Horo 1eHtpa um. akapi. H.IT. boukosa (MockBsa), 24 ciydaes
JICCIIeloBaHNe IPOBOAVIIICD B TA0OPATOPIAX MO MECTaM JKI-
TebCTBA MAIVIEHTOB.

/3 84 maryenToB y 83 (99%) 60/1bHBIX 0OHAPY>KEH BapyaHT
reHa FGFR3 c.1138G>A (p.Gly380Arg), y onHOro 60/IbHOTO —
¢.1138G>C (p.Gly380Arg).

JyHaMMKa aHTPONOMETPIYECKIX IIOKa3aTe/leil 1 KOCTHOTO
BO3pacTa B pe3ynbTaTe Tepanuu

VicxopHble aHTPOIIOMETPUYECKIIE M3MEPEHsI ObLIN TTPOBETie-
HBI B CPefiHEM B TeueHIe OfHOI Hefenut (pasdpoc 10 3 CyTOK;

40 40

OAKH rop) Me [01-03]
PasHuua SDS pocra 0,00[0,13;-0,22] | p = 0,086
PasHuua SDS UMT -0,17 [0,03; -1,59] p = 0,152
PazHuua KB .
(KOCTHbIN BO3pacT) 0.75[1.90;3,0] | p <0,001

CTaHJAapTHOE OTK/IOHeHNe — 1 CYTKM) Iepef MHMUIMAIeN Te-
pamu BocopuTnpoM. KoHTpo/nbHOe aHTPOIOMeTpUdecKoe
UCCefoBanye st oleHKy 3G GdeKTUBHOCTH IIpenapara 6bU1o
IpoBefeHO Yepe3 1 rofi oT Havasa iedeHu (B mpepenax 14 cy-
TOK, CpefiHee 3HaueH1e 370 CyTOK, CTaHapTHOE OTKJIOHEHNE —
9 cyToK). Bce mareHTs Ha cTapTe Tepammyu BOCOPUTHEOM
VIMeJIM BBIpaKeHHYI0 3afiep>kKy pocta (SDS < -2,0), SDS po-
CTa B cpefiHeM cocTaBwia -4,17 [-4,84; -3,46] B pesynbrare Te-
pamuy BOCOPUTUAOM ObIJIO OTMEYEHO CTaTUCTUIECKU 3HAUN-
MOe yBe/In4eHye [IoKasareeli pocrta, SDS pocTa, Macchl Tena,
SDS MIMT, xoctHoro Bo3pacta, Ho He VIMT (tabm. 1).

AHANN3 B NOArPYNNAX
Bce nmaryeHTbI MeTM BLIP)KEHHYIO 3aIepXKKY POCTa, COCTaBUB-
IIYIO IIPY CTapTe TePAIMy BOCOPUTHUTIOM B cpeiHeM SDS pocra
-4,09 y ManpamkoB, SDS pocrta
-4,31 y neBOYeK.

35 35
30 30

IIpumeuanue: 3a nepBblit

25 ] 25
2,0

— TO Tepammy y Majb4MKOB
BO BCeX BO3PACTHBIX CpPaB-

2,0

o HIMBA€MbIX I'pYyIIIIaX OTMeE4a-

| 15

[ | — eTcs focroBepHoe (p < 0,05)

1,0
05

yBeNMM4eHNe KaK abComoT-

HBIX IIOKa3aTe/lell pocTa He

0,0

MeHee 4 cM, Tak 1 SDS pocTa

M 2| > d
05 —

L (Tabm. 2).

-1,0

16 12

B BospacrHOI1 rpymnme ot

2 o 4 net pasauija SDS pocrta

10

T T 0,21, Torna Kak B BO3PacTHOI
| rpymnie ot 5 5o 9 eT min SDS

pocra 0,10. B rpymme Manbun-

N ] KOB BO BCEX BO3PACTHBIX Ka-

TETOpMAX B CPENHEM OTMeva-
eTcs yMmenbienne SDS VIMT

0,32, Torga kaxk y JeBOYeK
T B BO3pacTHOi TIpymIme OT

0

2 1o 4 neT oTMevyaeTcsl HeJlo-

| - I L]
-2

2

CTaTOYHOE yBEINYEHNE U CO-
crasnsert 0,03.

Puc. 2. MNpepcrasneHa guHammka SDS UMT n KB Ha doHe Tepanuu BocopUTMaOM

NPOAOIXUTENBbHOCTBIO OAUH roj

Ne 12026

IIpn aHanmmse [aHHBIX
koctHOro Bo3pacra (KB) min
pasuuna anHamuku KB ot-
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3aBucumoctb SDS pocra Ha hoHe neuveHus ogHoro roga Bocoputupgom (2022-2023) SDS 2023 vs SDS 2022

nepuartpa
3aBucumoctb SDS 2023 1 SDS 2022 - rop, neyeHun neveHns Bocoputupgom
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SDS (cTraHpapTHOe OTKNIOHEeHMe) 2022

1. Y manbynkoB 60onee BbiIpaxeH aPEKT neveHuns
2. 3¢phekT neveHns 6onee BbIpaXKeH Npu 60nee HU3KNUX CTapToBbIX SD
3. BO3MOXHO CyLLeCTBYET TO4KA «CTapToBOr0 SDS» — 0kono (-3)

Puc. 3. CpaBHeHMe 3Ha4YeHn SDS pocta 2022-2023 rT. ¢ nepBOHaYanbHbIMM NMOKa3aTensimMm

Me4YaeTcs B TPYIIIE NeBOYEK B BO3PACTHON KaTeTOpuu OT 2 10
4 51eT, TOIZla KaK Max BbIABJIEHA TaKXXe B IPYIIIE eBOYEK BO3-
PpacTHoOII KaTteropuu ot 5 fo 9 net. B rpymnme Maap4uMKoB min
mvHamuka KB nipy yedyeHny oTMedaeTcs B BO3pacTHON KaTe-
ropun ot 2 fio 4 siet u cocrasiseT 0,95, Torga Kak max BbIAB-
neHa B rpyme ot 10 go 14 et u cocrasnget 1,80.

HekoTopoe yckopeHMe KOCTHOTO BO3pacTa NPy JI€YEHNN
BOCOPUTHIOM IOTE€HLVA/JIbHO MOXXET BIIVIATb Ha POCTOBOIN
IIPOTHO3, YTO TpebyeT HanpHeIIero HabIoneHN .

ITpumeuanue: Tunamuka SDS mupexca maccol Tena (SDS
VIMT): a - manpuuky, Bce Bo3pacrta p = 0,0008; 6 — IeBOYKH,
Bce Bo3pacTa p = 0,152. [Innammka xoctHoro Bo3pacta (KB):
B — MaJIbYMKI, BCe Bospacra p = 0,0003; T — meBOYKM, BCE BO3-
pacra p = 0,0000 - Ha oHe /1edeHNsT OFHOTO TOfa BOCOPUTHU-
oM (2022-2023).

OtMmeueHHoe cHipkenue SDS VIMT pia MabumKoB TOCTO-
BepHbI (p = 0,0008), Torga Kak y leBOYeK 3Ha4eHUA HEeJOCTO-
BepHsI (p = 0,152).

ITpu aHamM3e KOCTHOTO BO3pacTa B 00enx rpyImnax, Kak y
ManpankoB (p = 0,0003), Tak 1 y feBouek (p = 0,0000), Bo Bcex
BO3PACTHBIX AMAINa30HAX Pa3/IN4iA JOCTOBEPHDL.

IIpumeuanue: B Xopme manbHeNIIEr0 aHanIM3a Mbl CPaB-
Hwm 3HaueHus SDS pocTa 4yepes rop Tepanuu ¢ IepBoOHa-
Yya/IbHBIMU ITOKa3aTenaMu. JInHus HemsMmeHHoro SDS pocra
IIPOXOJUT I10 OUCCEKTPYICE, YTO COOTBETCTBYET HEM3MEHHO-
My SDS pocta. 3HaueHue Bblllle OUCCEKTPUCHI COOTBETCTBYET
yny4ieHno (yMeHbleHno pasHuibl SDS), M cooTBeTCTBEH-
HO 3HaueHMs HIDKe OycceKTpuchl mHuy SDS HensMeHeHHO-
ro SDS pocTa coOTBeTCTBYeT yXyALIeHNIO II0Ka3aTeeil (yBe-
myennio SDS).

Yepes roy; OCIe MHNIVALINY TTATOTEHETYECKON Tepanmu
JIeKapCTBEHHBIM IIperiapaToM BOCOPUTHJ B CpefiHeM NpubOaB-
Ka B pOCTe Y Ma/IbuMKOB cocTaBwIa 5,2 cM (pasuura SDS pocta
0,14) y neBoduex 3,2 cM (pasuuiia SDS pocra 0,00) Tabmmist 3, 4.

besonmacHOCTb Bocoputuaa

MecTHast peakiusi B MeCTax MHBEKLUMIl IpernapaTa B BUJE
JIETKOJI TuIepeMun orMedeHa y 4 (4,8%) 6onbHbIX. Peakium
BO BCEX CIy4Yasix KYIMPOBAINCh CAMOCTOSATENBHO B TeUeHNe
30 muH. PBOTa nocie MHbeKLMII IpenapaTa He OTMeYanach,
CTy4Yau KJIVHMYECKU 3HAuVMOTO CHIDKEHUA apTepUalbHOTo
HaByieHus! He 3aMKCUPOBaHbIL.

OBCY)XXAEHME

Pe31oMe 0CHOBHOTO pe3ylbTara

B xope HabnmofeHns B TedeHNe OFHOTO rofja 3a IalMeHTaMm
C aXOHJIpOIITa3yeit, MOMyYalomMX MaTOTeHeTUYeCKYIo Tepa-
IIMIO JIEKapCTBEHHBIM IIpeNapaToM BOCOPUTHA, ObUIN TIOTY-
YeHBI C/IefyIollle pe3yabTaThl: OTMEYaIoTCsA CTATUCTUYECKNU
3Ha4MMble M3MEHEeHNs YBeldeHre pocTa Ha 5,7 cM, SDS po-
cra: 0,13, KB 1,4; Mmacca Tena Ha 2,5 xr, SDS IMT: -0,27, mpu
atom nokasatemu VIMT craTuctiudecku HeOCTOBEpHBL. [
6osee JeTalbHOTO M3YYEHNUA BIUAHUA POCTOCTUMY/IUPYIO-
Ijeil Tepaluy TPyIIa HalMeHToB ObUIa pasfeeHa 0 MOoly
1 Bo3pacTy. C y4eToM pa3IM4YHOro TOPMOHA/ILHOTO CTaTyca
U TaTOTeHeTMYeCKNX MEeXaHM3MOB POCTa MOMY4EHBI CIemy-
IOllIVie Pe3yIbTaTbl: OTMEYaeTCs MONOKUTENbHAsA JUHAMMKA
nokasareneit SDS pocta, B cpefnem SDS pocra 0,17 y Majib-
YIKOB B TpymIIe BceX Bo3pacToB. SDS VIMT mokasbIBaeT, 4To
Yy MajIb4MKOB BCeX BO3PACTHBIX [MANa30HOB 3HAYeHNUA JO-
CTOBEPHBI, OTMeYaeTCA yMeHblleHMe B cpegHeM SDS VIMT
0,32, Torga Kak y leBO4eK OTMEYaeTCA He3HAYMMOe YBede-
HUe B BO3pacTHOII rpymne oT 2 1o 4 net SDS IMT 0,03, 3Ha-
YeHMs HefloCTOBepHbI. IIpy aHamm3e KOCTHOTO BO3pacTa B
o0eNx Ipymnmax, Kak y Majb4MKOB, TaK 1 Y leBOYeK, OTMede-
Ho nosbliieHre KB B cpemHeM Ha 1,25, BO BceX BO3pacTHBIX
IMala3s0HaX pasAnyuuA JIOCTOBEPHBI, CYIIECTBEHHON pas-
HUIIBI He OTMEYEHO, O[HAKO eCTb TeHAEHINA K YCKOPEHUIO
KOCTHOTO BO3PacTa y MAIMeHTOB CTaplIero Bo3pacTa B 0be-
UX IPYIIax, 4TO TpebyeT AajbHeilero HabmofeHus [24].
PesynbraThl uccnenoBaHuA He IPOTUBOPEYAT OCHOBHBIM pe-
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3y/IbTaTaM 3apy0exHbIX KIMHUYeCKNX nccnegosanmit (BMN
111-301; BMN 111-205) [15,16].

Anamms puHamuky SDS pocTa B TeueHue rofa MOATBep>K/a-
eT IPEeNIoNoXKeHe O HaMNIuy «To4Ky 3¢ GeKTUBHOTO jieyue-
HuA»: SDS pocTta npu crapte Tepanvy -3 1 Hpke. [Ipu olienke
KOCTHOTO BO3DAcTa, B OT/INYME OT 3aPYOeXKHBIX pe3y/IbTaToB B
OCHOBHBIX K/IVHIYECKNX JMCCIENOBAHMAX, Ile OTMEYa/Ioch OT-
CYTCTBME IIPOTpeccHpOBaHNUA KOCTHOrO Bo3pacTa [16], B Ha-
1IeM MCCTIeOBAaHNM ITPOC/IEXNBAETCS TeHIEHIN K YCKOPEHNIO
KOCTHOTO BO3pacTa y HAI[VIeHTOB CTapIlero Bo3pacra B obe-
UX TPYIIIAX, YTO TpebyeT HaybHellIero HabmoneHyst. YInThl-
Basi, YTO TPV JAHHOM 3a00JIEBaHNUM MMEIOT MECTO HU3KIE TEM-
IIBI POCTA, OTCYTCTBUE B IIePMOJ ITyOepTaTa CKauka B pOCTe, YTO
B [Ja/IbHeIi1lIeM He MO3BOJIsIET CAMOCTOSITENIbHO, 0e3 MeIMUIVH-
CKIX BMEIIATe/IbCTB JOCTUYD COLMA/IbHO NPUEeM/IEMOTO POCTa,
IIpeCTaB/AeTCs LienecooOpasHbIM Oojlee paHHee HasHayeHye
MaTOTeHEeTUYECKOI TepaIy BOCOPUTUAOM JJLs yIydIIeHNs Po-
CTOBBIX TIOKa3aTeneN y fieTell ¢ aXOHPOIlIa3Nelt.

Henocroseproe yermruenne VIMT mpu ocToBepHOM yBe-
mdeHny SDS pocTa AB/IAETCS HOMOTHUTENbHBIM O/1aronpu-
SATHBIM IIPOTHOCTUYECKMM ITOKa3aTe/leM C YYeTOM PUCKa pas-
BUTYSI OKUPEHMS Y MAIMEHTOB C aXOHIPOIUIA3NeIL.

C y4eTOM MUpPOBBIX TEHAEHLMI BO3MOKHO B OymylieM
paccMOTpeHIe BOIPOCa O BBEIEHNM JaHHOTO 3a00/IeBaHMs B
CKPVHUHI HOBOPOXX/IEHHBIX (IIpOBeieHMe MOJIEKY/ISPHO-Te-
HETIYEeCKOTO MCCTIeROBAHIS, TPV POXKEHMY peOeHKa C XapaK-
TEPHBIMM NIPU3HAKaMU IJIsI JTAHHOTO 3a007IeBaHus), YTO [JaCT
TOTIONTHNTETbHBIE BOSMO>KHOCTY Ha3HA4YeHNs ITaTOTeHeTude-
CKOJI TepaIINy C paHHEero BO3pacTa >KM3HM pebeHKa C JanbHell-
MMM HayUTyYIIVM KIMHIYECKIM Pe3y/IbTaTOM M OTCPOUNT X1-
pyprudeckoe yijMHeHye y IpouIbHBIX ALMEHTOB Ha BpeMs
IOC/Ie 3aKPBITHUA 30H POCTa 10 KOCTHOMY BO3PacTy, KOI/ja po-
CTOCTMMYNIMPYIOIIAst Tepamus yxxe He addekTuBHa.

OrPAHNYEHNA NCCNEQOBAHIUS
OrpaHnveHnst MCCIETOBaHNS CBS3aHbI C BBIOOPKOI TaleH-
TOB, HAOPAaHHBIX 110 3aIPOCY MEAMIIVMHCKIX OpTaHM3aLNIL pe-
I'VIOHa VI pOJuTeNieli/3aKOHHbIX MTpefcTaByuTeNell Ha IIpoBe-
meHue KoHcunnmymos B PIIKDB.

WHTEPMNPETALUA PE3YJIbTATOB UCC/IEAOBAHUSA

B nHamem Ha0O/mogaTeIbHOM UCCIENOBAHMM KOTMYECTBO Mali-
€HTOB COCTaBM/IO 84 YenmoBeKa, u3 Hux 37 ieBoveK u 47 Masib-
unKoB. [lanueHTsI 6bUTM pacIpefeneHbl Ha TPU BO3pPaCcTHBIE
rpynnsl: = 2—4 net, = 5-9 net, = 10-14 net. Bce nmaumenThI
VMMM OYarHo3 «aXOHMpOIUIa3ya», MOATBEP>KIEHHBI MoJIe-
KY/IApPHO-T€HeTUYeCKUM UCCTIeIOBAHMEM.

3a mepBbIi TOfl MATOT€HETUYeCKO) Tepalmy, aHAJIOTMYHO
3apyOe)XHbIM JVICCIEOBAHNSM, OTMEYAeTCs ITONOKMTEIbHAS
IVMHAMMKA TOOBOJ CKOPOCTM POCTa KaK y MaJ/IbdMKOB, TaK U
y HeBOYEK. Y Ma/Ib4MKOB BO BCEX BO3PACTHBIX CPAaBHMBAEMbIX
IPyIIIaX OTMEYaeTCs YBeNMIeH e KaK abCOMOTHBIX [TOKa3aTe-
7eit pocTa B cpegneM 5,2 cM, Tak 1 SDS pocra 0,29 (p = 0,0003).

SddexTuBHOCTD 1 6€30MACHOCTD TEKAPCTBEHHOTO TIperna-
parta BOoCOpuUTHf, ObUIA [IOTy4eHa B XOfe 3apyOesKHOro 2-71eT-
HEro KIIMHUYECKOro MccienoBanms [25].
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CpaBHeHUe NONYYEHHBIX HaMU JAHHBIX C pe3ynbTaTamMu

MMPOBDIX HAYYHDIX JAHHDIX:
Bocoputup — 910 peKOMOMHAHTHBII IEITH ], COCTOSILINIL 13

39 aMMHOKMNC/IOT, KOTOpbIil BKIoyaeT 37 C-KOHI[EBBIX aMM-
HOKIIC/IOTHOJ TTOC/IENOBATe/IbHOCTY 4e/I0BeYeCKOro HaTpuil-
ypetudeckoro nentuga tumna C (CNP), umeer fgBe gomnonHu-
Te/bHble aMuHOKUCIOTHI (Pro-Gly), mo6asnennsle k N-koHITY,
YTO CIIOCOOCTBYeT HPOJIEHMIO €ro IepHofa IOIyBbIBefe-
Husi. CNP - aHajsor pekOMOMHaHTHOTO HaTPUITYPETUYECKOTO
nenTuza 9enoseka C-Tuna, ucnonbayeT myTb CNP 1A nportu-
BOJIEJICTBYA YpE3MEPHO aKTUBHOJI Ilepefjady curHanos PPP3
(FGFR3) n obecriedenns 60jiee HOPMarbHOTO POCTa SHTOXOH-
IpaybHON KOCTH [26].

Bo BTOpOIT dase KMMHNYECKOTO MCCTeROBAHNA ObIIa IPO-
BefleHa 3CKajIalllsl BOCOPUTU/A € YeThIpbMA JO03aMM B uara-
30He oT 2,5 MKI/KT fo 30 MKr/Kr. ITpu aHanm3e JaHHBIX MeX-
Iy TPyTIIIaMy, IOy 4aIoIMMM B03BbI 15 1 30 MKI/KT, 3Ha4MMOIi
pasHMIIBI He OBIIO OTMEYEHO — BCe TALIEHTHI, TOTyYaroliye
BOCOPUTHJ, B j03€ 15 MKI/KI, JOCTUIIV CPEIHETO YBEIMYEHN A
CTaHZIapTHOTO OTK/IOHeHMs pocTta 1,03 [27]. B Tpetweit dase
[BOITHOrO IUIaLe60-KOHTPONMMPYEMOTO MCCIENOBAHMS, B KO-
TOPOM IIPUHSAJ y4acTue 121 manyenT ¢ [MarHo30M «aXOH[Po-
IUIa3KsA», TOMyYalolMii Tepalyuo BOCOPUTUOM, MAlVE€HTHI
ObLIM pasyielieHbl Ha J{Be TPYIIIBL: TOIYYAoIie BOCOPUTHUT, —
60 yemoBex (31 manpumk ¥ 29 HeBOYEK), M IpyMIIa-Iviaie-
60 B KonmmdecTBe 61 yenoseka (33 ManbpunKa U 28 meBOYEK).
Bce manmeHTBI ObUIM pacIipeieieHbl 10 TPEM BO3PACTHBIM
rpymmam: = 5-8 net, = 8-11 ner, = 11-15 ner. Ha 52-it nepe-
7Ie MCCefloBaHM:A CpeflHee M3MEHEHME B TOJ0BOJ CKOPOCTHU
pOCTa 10 CPaBHEHMIO C MCXOfIHBIM YPOBHEM, B IPYIIIE BOCO-
puTHAa coctaBuio 1,71 cM/Tog, Torfa Kak B IpyIIie miane6o —
0,13 cm/ropi. CKOppeKTHpOBaHHas CPefHsAA pasHULA TOfIOBOI
CKOPOCTH POCTA MEX Ty Mall¥eHTaMM, TIOTy4aBIIMMI BOCOPU-
TUJ U IWIale6o, coctaBuna 1,57 ¢cM/Tof B 1O/Ib3y BOCOPUTH-
ma (p < 0,0001). CooTHOILIEHME BEPXHETO ¥ HIDKHETO CerMeH-
Ta 110 CPABHEHMIO C MICXOfIHBIM YPOBHEM MEX/Y BOCOPUTULOM
u wrane6o cocrasmo -0,01 (p = 0,51) [17, 28].

3a mepBbIil TOf, aTOTeHeTUYECKON Tepanuy aHAJIOTMYHO
C 3apyOeXXHBIMM MCCIEROBAHIMSIMU OTMEYAETCS TTOTOKUTE Ib-
Has JMHAMUKA TOf[OBOJ CKOPOCTU POCTa KaK Yy MaIbuMKOB,
TaK U y leBO4YeK. Y MaJIbYMKOB BO BCEX BO3PACTHBIX CPaBHU-
BaeMbIX TPYIINAX OTMEYAeTCsl YBeMMdeHMe KaK abCOMIOTHBIX
mokasatesiell pocta B cpefiHeM 5,2 cM, Tak u SDS pocra 0,29
(p =0,0003).

V3 mo6o4HBIX 3(QeKTOB HAIIEro WCCAeHOBaHMUs IIPK
BBeleHUN IIperapaTa OTMeYajach MeCTHas peakuus B Me-
CTaX MHDBEKUMIT B BUJIE JIETKO, IOITYCTUMOM B COOTBETCTBUM
C MHCTPYKLMel TUIIepeMMeli, CAMOCTOATEIbHO KYIIMPOBaIach
B TeueHre 30 MUHYT, KIMHMYECKM 3HAUYMMOIO CHIVDKEHMS
apTepuajIbHOTO JjaB/IeHNMs He 3apUKCHPOBAHO.

3AKJTIOYEHUE
IIpu mpoBeieHNN MATOTeHETIIeCKOIl TepaIny BOCOPUTULIOM
OTMeueHa IIOJIOKUTENbHAA JMHaMuKa Kak SDS pocra, Tak
SDS VIMT, 6e3 3HauMMbIX T0OOYHBIX 3¢ (EeKTOB BO BpeMs Te-
panui. BbIonHeHHOe NCCTeIOBaHe He BBIABIIO II0OOYHBIX
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3¢ deKTOB B Teparmi, nedeHne 6e30IacHo, a MOTyYeHHbIE pe-
3y/IbTAThl JEMOHCTPUPYIOT HEOOXOAUMOCTD Ha/IbHEIIIETO Ha-
GITIOfieHIA 1 QHA/IV3A [IO/TY9eHHbIX PE3Y/IBTATOB POCTOCTIMY-
JIPYIOLLEN TepaTiL. a

Hcmounux  punancuposanus. Obecneuenue npenapamom
80COPUMUOD  OCyujecmeneHo U3 OeHexcHoix cpedcms DPonoa
«Kpye dobpa».

Packpuimue unmepecos. Aémopoi crmamuu no0meepoUnL om-
cymcmeue KOHPUKMA UHmMepecos, 0 KOMopom Heo0xo0uUMo
co06uUmMD.
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HAO0CKOMUYECKASA XUPYPTUSl XONECTEATOMDbI Y JETEN:
OB30OP JINTEPATYPbI

Knio4yeBble cnoBa: XpOHWUYECKUI THOMHBIN cpefHuii otuT, XI'CO, 3HA0CKONMYECKas OTOXMPYPTUs, XonecTeaToMa, AeTCKUIA BO3pacT
Keywords: chronic suppurative otitis media, endoscopic ear surgery, cholesteatoma, childhood

Pestome. B gaHHOM 0630pe nuTepaTypbl OTpaXeHb! UCTOPUS NPUMEHEHWS 1 aKTyanbHble TPeHZb! M30/IMPOBaHHO 3HAOCKONMYECKMX BMeLa-
TenbCTB ANs yaaneHus xonecreatombl y feten. C koHua 1990-X IT. ¥ Mo CeroAHsWHUIN AeHb UCNONb30BaHMeE SHAOCKOMa B OTOXMPYPrM OCTaeTcs
avckyTabenbHbiM. OfHaKO HAaKOMEHHbIN 3a TPY AECATUIETUS MUPOBOWM ONMbIT U pe3ynbTaThbl KaTaMHe3a NOATBEPXAAIOT runoTey ob addek-
TUBHOCTY NPUMEHEHMS SHAOCKOMOB /NSl CAHUPYIOLLMX BMELLATENbCTB Ha CPELIHEM YXe.

Summary. This literature review presents the historical development and current trends in the use of exclusively endoscopic techniques for cholestea-
toma removal in children. Since their introduction in the late 1990s, the application of endoscopes in otologic surgery has remained a subject of debate.
Nevertheless, three decades of accumulated global experience, along with long-term follow-up data, provide substantial evidence supporting the
effectiveness of endoscopic approaches in cholesteatoma surgery.

s LUTMPOBaHUS: DHROCKONUYECKas XUPYPrius XonecTeaToMbl Y fieTelt: 063op nutepatypsl/ A.M. MaromepnoBa, IA. Mones, U.B. 356kuH, A.U. AcmaHos //
MpakTnka negmatpa. 2026. N2 1. C. 16-18.
For citation: Endoscopic surgery of cholesteatoma in children: a review of the literature / A.M. Magomedova, G.A. Poley, L.V. Zyabkin, A.l. Asmanov //

Pediatrician's Practice. 2026;(1): 16-18. (In Russ.)

Xponnqecm/n?[ rHOHbII cpegHmit otut (XI'CO) y pe-
Tell IPORO/KAET OCTABAThCA PACIPOCTPAHEHHON IIPO-
671eMoit, HECMOTpsI Ha TEXHWYECKUII HpPOrpecc ¥ HakKo-
IUIEHHBIJI MMPOBOJ OIBIT NPOQPUIAKTUKY, AUATHOCTUKYU
U JledeHuA. ATpecCUBHBIN XapaKTep POCTa XOIeCcTeaTOMBI
B JIETCKOM BO3pacTe CIOCOOCTBYeT peliufyBaM M IpPeIsT-
CTBYeT YCIIELUIHbIM OlHOMOMEHTHBIM omepauusam. etu c
XT'CO B 60NBIINHCTBE C/Ty4aeB IIEPEHOCIT HECKOIBKO II0-
BTOPHBIX XMPYPIUYeCKIX BMeIIaTenbCTs [1-3].

ITomMyMO BIUSAHNUA HETIOCPEACTBEHHO Ha CITyXOBYIO PYHK-
LIVI10, IOBTOPHBIE OllepaliMi BIEKYT 3a COOOI pAM HeraTyuBs-
HBIX (PaKTOPOB: HOBTOPHBIE TOCIUTAMN3ALUN B CTAL[MOHAD,
HEOOXOAMMOCTh B 9H/IOTPAaxeaysbHON KOMOMHVPOBAHHOI
aHecTe3uy, HeOOXOOMMOCTb B CCTEMHOIT aHTHOAKTepUaib-
HOJI Tepaluy, a Tak>XKe MHOXXeCTBO TaKUX I10C/IeONepaliioH-
HBIX MAaHUIY/IAIUI, KaK CMeHa IaBAIMINX II0BA30K, yAa/leHNe
IIBOB, yAaj/leHMe TeMOCTATNIeCKMX TaMIIOHOB M3 CIyXOBO-
ro npoxogpa (YTo B HEKOTOPBIX CTydasx TpeOyeT LOIOTHU-
Te/IbHOI aHeCTe3MUN ), HeOOXOAMMOCTb AKTUBHOTO IIOC/IEOIIe-
PalIOHHOTO HAOMIOeHNsI B Blle KOHTPOIBHBIX OCMOTPOB
U Ty4eBbIX MCCTIe0OBaHMIA, ITOC/IeoIepallIOHHbIe OrpaHde-
HIISI TIOBCEHEBHOTO 06pasa >XM3HM, — BCe T SIBIEHNSI CO-
IPOBOXKIAIT KaXKI0e XMPYPruieckoe BMeIIaTe/IbCTBO, Ha-
npasyeHHoe Ha nedenre XI'CO u yny4dmrenne cinyxa [4-7].

B cBA3M ¢ 3TUM OCTaeTcs KpaliHe aKTya/abHON IepCIIeK-
TUBA YHaleHUsA XOJIeCTeaTOMbl C HayMMeHbIIell TpaBMa-
TUYHOCTBIO, YTOOBI COXPAaHMUTb LieNlb CIYXOBBIX KOCTOYEK
VMHTAKTHON U IPOKOHTPOIMPOBATh OTCYTCTBUE TKAHEN XO-
JIeCTeaTOMBI BO BCeX OTHeIaX 6apabaHHOI ITONOCTH, TEM ca-
MBIM CHU3MB PYCKY OBTOPHOTO BMEIIATENbCTBA.

DHJoCKomMYecKas ONTHKA B OTOXMPYPIUM IpPUMEHs-
eTCs yXKe HeCKONbKO fecATnneTnii. IlepBrle ymoMuHaHMA
00 UCII0/Ib30BaHUM SH/JOCKOIIOB [/Isi OTOXUPYPIUY HOSBU-
much B 1990 . 6narogaps my6nukanysam Thomassin u coaBr.,
Tarabichi u coasr., a Takxe Poe u coasr. [8-10].

C 1oMo1IbI0 9H0CKOIIA B HACTOsALIIee BpeMsI OTOPUHOIA-
PVIHTOJIOTY BBINOHAIOT MUPUHIOTOMUIO M ITYHTUPOBaHME
6apabaHHOI IOJIOCTU, HPOBOAAT JAVATHOCTUYECKYIO OTO-
CKOTINIO, 3H/IOCKOINMYECKMEe ¥ 3HIOCKONMYECKM-acCUCTH-
POBaHHbBIE OIlepalMy Ha CpefHeM yXe. DHIOCKOIMYeCKMIT
nopxop, o6nagaeT pALoOM IPEUMYIIEeCTB: B IEPBYIO OUYepenb,
xopoumyM 0630pom. Taxke OFHUM U3 KIIOUEBBIX IIPENMY-
I[eCTB VICIIO/Ib30BaHMA SHJOCKOIA SABIACTCS BO3MOXHOCTD
«3aITIAHYTD 32 YTOI» — OCMOTPETD C IOMOIIBIO YITIOBOI JINH-
3bI BHJIOCKOIIA 00/IACTYU CPEJJHETO yXa, He[IOCTYIHbIE JI BY-
3ya/lusalyy IpU UCIOIb30BaHUY MUKPOCKOIA V/IM ONTUKYU
¢ yroM 3penus 0°, 4TO 1O3BOJIAET OOHAPYKUTD Pe3UIyalb-
Hble PparMeHThI X0/IeCTeaTOMBbIL. TakyKe yI/IoBas ONTUKA IIO-

'OTBY «®epepanbHbiii Hay4YHO-KNMHUYECKW LIEHTP AeTel 1 NOAPOCTKOB heaepanbHoro Meayko-ouonornyeckoro areHTcTBa Poccum», . MockBa
2@rbY «HauMoHanbHbIN MeAULMHCKWIA UCCIEAOBATENBCKMI LLEHTP AETCKOM reMaToNoru, OHKONOMU U UMMYHONOMMK UMeHW OMuTpus Porayesa»

MwuH3ppasa Poceum, 1. MockBa

3®rbOY N0 «Poccuitckas MeamMUMHCKas akageMus HenpepbiBHOTO NpodeccroHanbHoro obpasosanus» MuHagpasa Poccuu, . MockBa

4 AO «MnbuHckas bonbHMLa», MockoBckas obn.

>Hay4Ho-nccnenoBaTenbckMi KTMHAYECKUM MHCTUTYT NeauMaTpum 1 LeTCKo XMpypriv uMeHn akagemuka t0.E. Benstuwiesa ®rAOY BO «Poccuiickmin
HaLMOHaNbHbIN UCCNIe[0BATENBCKUN MEAULIMHCKMUI YHUBEpcUTET MMeHn H.W. Muporosa» MuH3gpasa Poccuu, r. MockBa
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3BOJIAET TOMTHOL[EHHO OCMOTPETDb CTPYKTYPHI CPEIHETo yxa
6€3 IOMOTHNTENBHOI pe3eKuu KocTHoit TKauu. K ontnye-
CKMM OCOOEHHOCTSIM 3HIOCKOIIOB TaKXKe OTHOCUTCS MIMPO-
KOYTO/IbHBI 0030p, 4TO II03BOJIAET BBECTY B II0JIe 3PEHNS
6oJIblile CTPYKTYP MpU OCMOTpe OfHOI obmactu [11-13].

DHIOCKONMYEeCKasi aCCUCTEHIUS ¥V MCIO/b30BaHMe SH-
IOCKOIa IIpY ITIPOBEEHUM PEBM3MOHHBIX BMeEIIATENbCTB
3HAYUTENbHO IIOB/INANO Ha KOHIEMIINIO PEeBU3MOHHBIX UK
Tak HasbpiBaeMbIX second-look omepanuii. ITepsbie ynomu-
HaHUSA O BO3MOXKHOCTAX SHAOCKONNYECKON PEeBUIUM IIPU-
Hagnexxat Kevin X. McKennan, onncasmemy B 1993 r. meTop
«9HIOCKOIMYECKOI MaCTOUIOCKOIMI» [14].

Taxoke MHOTOYVIC/IEHHBIE WUCC/IENOBaHMS HOATBEPXKIAIOT
POJIb 9HJJOCKOIIA B KaueCTBe JONOTHUTEIbHOTO METOfla BU3ya-
JIM3aLMU CTPYKTYP CPEIHEro yxa B CHIDKeHMe YacTOThl peLu-
IVMBOB xojecteaToMsl. Tak, J. Thomassin u ero xomteru npen-
IO/IOXKW/IN, YTO BHE[IPeHME MHTPAOIIePALIMIOHHON 9HI0CKOIINN
MOXXET IIPUBECTH K CYLIeCTBEHHOMY CHIDKEHUIO pacIpocTpa-
HEHHOCTM OCTaTOYHBIX XO/IECTEATOM — C 47% 1o 6% [15].

T. Youssef n Badr-el-Dine M. Taxoke OTMeTW/IN, YTO VCITIO/b-
30BaHMe 3HIOCKONA MHTPAOIEPALMOHHO II03BO/IAET YMEHb-
[INTh HEOOXOOMMOCTb B PEBM3MOHHBIX BMEILIATENbCTBAX U
CIIOCOOCTBYET COKpAlLieHMI0 BpeMeHy oneparyi 16, 12].

B konTekcte xupyprun XI'CO ncnonb3oBaHue 3H40CKO-
IIa paccMaTpuBaeTCs KaK BCIOMOTATeNIbHBIN 3Tall, HO TaK-
JKe MOXKeT NPUMEHAThCSA U KaK CaMOCTOATe/IbHAsA MeTOmu-
Ka onepauuy. MHOXXeCTBO MCCIeOBAHUIT CBUI€TEIbCTBYIOT
00 yCIIeNIHOM M30/IMPOBAHHOM 3HJ0CKOIIMYECKOM IIOfXOie
K YHA/IEHUIO X0JIleCTeaTOMBbI bapabaHHoit monoctu [17-20].

E. Glikson 11 coaBT., OLleHVB OTH/IEHHbIE Pe3y/IbTaThI SHIO-
CKOITMYECKOTO YAa/IeHVsI X0/ecTeaToMbl y 30 feTeit, COOOIaoT,
YTO IHIOCKOIMYIECKIIT TOAXON TaK ke 3 deKTUBeH IS Iede-
Hust X['CO 6e3 BoB/IeYeHNMsI COCLIEBUIHOTO OTPOCTKA, KaK U
K/IaccuyecKas TUMIIAHO-MAaCTOMOTOMMA C COXPAHEHUEM 3a]l-
Hell CTEeHK CTyXOBOTO IIPOXO0Jia C MICTIONb30BaHMEM MUKPOCKO-
mma. ABTOPbI TaKXKe OTMETUIIN, YTO Y UCC/IEyeMOII TPYIIIbI Ma-
L[MIEHTOB X0JIeCTeaTOMa JIOKa/IM30Ba/Iach NIPEUMYIIECTBEHHO B
IlepeHeM SIUTUMIIAHATBHOM IIPOCTPAHCTBE, TUMITAHAJIbBHOM
CMHYCe U B 3aJHIX OTZIellaX Me30TUMITaHyMa [21].

S. Ghadersohi 1 coaBT. mpoeMOHCTPHPOBaIN YCHEIIHbII
OIIBIT MOTHOCTBIO SHAOCKOMMYECKOTO YAa/NeHUsA X0IeCTeaTo-
MBI ¥ 34 naumeHToB (65 onepaunii), ot 1,2 no 17,8 rona [22].

Lihua Wu u coaBT. OIMCBIBAIOT ONBIT yHANEHNsI XOJe-
CTeaTOMBI aTTHKA U CPAaBHUTENbHBIN aHamu3 3P deKTUBHO-
CTM 3HJI0- I MUKPOCKOIIYECKOTo BMelaTenbcTa y 190 ma-
[[MEHTOB: JJIATEIBHOCTD Ollepanyy M OoJeBble OIIyIIeHNs
B IIOC/IEONIEPALIVIOHHOM Iep1ofie ObUIM HIDKE Y HAlMeHTOB,
KOTOPBIM OIlepallyy BBIIOMHSINCh HAOCKONMYEeCKN [23].
T. Kobayashi u coaBT. onmcanm yCIenHbIil OMBIT 3HAOCKO-
IIMYECKOTO yHaZleHNsA BPOXXIEHHON XomecTeaToMbl y 20 fie-
Teil: PEBU3MOHHOE BMENIATENBCTBO MOTPEOOBANIOCH TOBKO
opHOoMy marueHTy. CTOUT OTMETUTD, YTO aBTOPBI COOOIIa-
10T 0 60J1ee INTENBHON IPOTSHKEHHOCTH OTIEPALIN IPY 9H-
TOCKOIIMYeCKOM IOAXOfie II0 CPAaBHEHUIO ¢ MUKPOCKOIN-
YeCKUM, CBSI3BIBAsl 3TO C TPYRHOCTAMU OOy4eHMs XMpypra
HOBBIM MaHYa/IbHbIM HaBbIKaM [24].

OTOPUHOJTAPUHIONOTNA 17

B meTaananuse S. Han u coaBT. mpoaHanmsupoBaHbl 29 vic-
CTIENOBAHMIL, TIOCBAIIEHHBIX CPABHUTEIBHOM OLleHKe 3¢ dek-
TUBHOCTY M3O0/IMPOBAHHOTO 3HIOCKOMMYECKOTO UM MUKPO-
CKOIIMYECKOTO Y/ja/IeHNsI XO/IeCTeaTOMBl Y JeTell: COIIAaCHO
ONyO/VMKOBaHHBIM JAaHHBIM, PeLUAVUB VTN Halu4dle pesumy-
QJIBHOT XOJIeCTeaTOMBbI 3HAUYUTEIBHO peXKe BCTPeYaeTcs B 9H-
TOCKOIMYECKMX TPYIIIAX, YeM B MUKPOCKOIIMYECKIX, OIHAKO
YacTOTa PasBUTUSA HECOCTOSTENBHOCTY a/IOTPAHCIIAHTATA
CTATMCTMYECKN OffIHAKOBa B 00enx rpynmax [25].

B uccnemosanmax A. Matteo, D. Marchioni, L. Presutti
OIIVICAH OIIBIT YHA/IEHNUS X0/IECTEATOMBI C TIOMOIIBIO 30/~
POBAaHHOTO 3HAOCKONMYECKOro nogxona y 120 u 144 manu-
€HTOB C X0orecTeaTroMoii 6apabannoi nonoctu. D. Marchioni
¥ COABT. TAKOKe ONMCHIBAIOT OIBIT SHJOCKOMIYECKOTO JIeye-
Hug XI'CO y 54 gereit ot 4 go 16 net. XonmecreaToMa, 110 JaH-
HBIM ITyONIMKauuy, T0Kaa30Banach B Ipo-, Me30-, 9IN- U
TUIOTYMIIaHYMe, ITAL[MeHTBHI C X0/IeCTeaTOMOI COCLIeBU/IHO-
r0 OTPOCTKA He ObUIM BK/IIOYEHBI B MICCTIEOBAHNE, TOCKO/b-
Ky IIpM MHBA3UM XOJ/IeCTeaTOMbl B MaCTOM/IA/IbHYIO 00/1aCTh
HpefIOYTUTEIeH PeTpoaypUKY/IAPHBIL JOCTYH [26].

Eme OfHMM CYL[eCTBEHHBIM IPEVMYIIECTBOM TPaHC-
KaHa/IbHOTO 9HJOCKOIYECKOro MOAXOMa SB/IETCA BO3MOX-
HOCTb COXPaHUTb Lellb CIYXOBBIX KOCTOYEK MHTAKTHON —
OaXe TIIpUM PacHpOCTPAHEHHOM TIIpOIecce IOPAKEHUSA —
xornecrearoMoit. IIpy OTCyTCTBUM KapMO3HO-TECTPYKTMUB-
HBIX M3MEHEHMII I NIPU3HAKOB JIM3NCA CIIyXOBble KOCTOYKY
MOTYT OBITh coxpaHeHBI. Tak, D. Marchioni u coaBrt. mpope-
MOHCTPUPOBA/IN YCIEIIHbIe Pe3y/IbTaThl YaAeHNs X0mecTe-
aTOMBI C COXPaHEHUEM C/TYXOBbIX KOCTOYEK, MCIIOIb3Ys MOJI-
HOCTBIO 3HJOCKOIMYeCKUit nopxof. [IpumedarenpHo, YTO
BMeIIaTe/IbCTBA IPOBOAWIACH Y IMAIMEHTOB C XOJIeCTearo-
MOJ1 sanuTUMIIaHyMa. [lo MHeHMI0 aBTOPOB, MCIIOTTb30BaHMe
9H[JOCKOIIa B HEKOTOPBIX C/TyYasix IIO3BOIMIO UM COXPAHUTh
CIIyXOBBbIE KOCTOYKM, B TO BpeMsl KaK IIPM MCIIONb30BaHMY
MMKPOCKOIIa 3TO OBIIO OBl HeocyIecTBUMO [27].

TaxuM 06pa3oM, aKTyaIbHOCTb U30IMPOBAHHOTO S9HLOCKO-
MIYECKOTO MOAXO0MA B YAA/IEHNUN XO/IECTEATOMBI y ieTell pacTeT
[0 Mepe HAaKOIUIEHHbIX JAaHHBIX 00 YCHeIIHOM IpYMeHEeHNU!
9TOI METOVKN. DHFOCKOMMYECKMIT MOAXON IPUMEHNM Kak
IIsI BPOXKZEHHDIX, TaK U YIS IPUOOPETEHHDBIX XO/IECTeaTOM.
B03MO>XXHOCTb CHU3UTD PUCKY PEBU3MOHHBIX BMELIATENbCTB U
IPefOTBPaTUTh GOPMMPOBAHNE PE3U/YaTbHOI XO/IeCTeATOMBI
SIBISIETCSI OFHUM 13 Hambosiee NepCreKTHBHBIX [IPEUMYILeCTB
9HJOCKOIMYeCKoro mopxopa. IIpy orcyrcrBum numsuca mmm
3HAUUTEIBHON NECTPYKIMMU CIYXOBBIX KOCTOYEK BO3MOYKHO
COXPaHWUTb VX MHTAKTHBIMY, TEM CaMbIM CHU3UB PUCKI HEOO-
XOMIMOCTY TIOBTOPHBIX BMELIATeNbCTB (OCCUKYIOIUIACTUKIA).
IToHsTHE «CTIenble 30HBI» B GapabaHHO IOTIOCTH TAK>Ke HYBe-
JIMPYETCs IIPY MCIIOTIb30BaHNUM SHIOCKOMNYECKOI OIITUKIL CY-
I[eCTBYeT BO3MOYXHOCTD YJIa/INTh XOJlecTeaToMy GapabaHHON
HOJIOCTY, JIOKa/I30BaHHYIO B aTTHKe, IIPO-, Me30- U TUIIOTM-
[aHaJIbHOI 00/1aCTH, BU3Ya/IM3MPOBATh TUMIIaHAIbHbII CUHYC
" 0671acTb CITYXOBOI TPYObI, YICIIONb3Ysl M30/IMPOBAHHBII JH-
TOCKOIIMYECKWI IIOAXOI, YTO IO3BOJLAET BO MHOTOM Y/TY4IIUTD
Ka4eCcTBO >KM3HM MAI[ieHTa B MOC/TIEONePAlIOHHOM epHofie
¥ IOBBICUTH TPOTHO3BI B OT/a/leHHoM Tiepuope [28-30]. &
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HA YTO HY)KHO OBPATUTb BHUMAHME NEAWNATPY NPU BbIBOPE
MOJIOYHOWU CMECU U1 MITAZEHLIA (HA MTPUMEPE CMECU
HA OCHOBE KO3bEIO MOJIOKA)

KntoueBble cnoBa: rpyAHOe MONOKO, HYTPUTUBHOE NPOrPaMMUPOBaHUE, KOPOBLE MOJOKO, KO3be MONOKO, benkoBble hpakLmm,

as1- ¥ as2-ka3euH, f-ka3oMOPPUH, a-NakToanbOYMUH, aMUHOKMUCIOTbI, HYKNeoTHAb!, CPeAHeLienoyeyHble TPUrMULEPUADI, B-NanbMuUTaT,
MONMHEHAChILEHHBIE XUPHbIE KUCIOTbI, MEMOPaHa XUPOBBLIX rIOOYN MONOKa, CTPYKTYPHLIE MMM, MUHEPaNbHbIN COCTaB
Keywords: breast milk, nutritional programming, cow's milk, goat's milk, protein fractions, as1- and as2-casein, p-casomorphin,
a-lactoalbumin, amino acids, nucleotides, medium chain triglycerides, B-palmitate, polyunsaturated fatty acids, milk fat globule
membrane, structural lipids, mineral composition

Pe3iome. pr,u,Hoe MOJIOKO ABNAETCA 30/10TbIM CTaHAAPTOM BCKapMIMBaHUSA pE6EHKa NepBoro roga XwW3sHu. COBpEMEHHbIe npepcraBneHnsa o
KOMMOHEHTaX XX€HCKOro MOJioKa, OKa3blBaloLWMX NPOrpaMMumpyoLiee BINAHNE Ha pacryu.wu7| OpraHM3m MnageHua, nexat B OCHOBE afanTtaunn
COCTaBa COBPEMEHHbIX MOJTOYHbIX cmeceit. Ocoboe BHUMaHWe Y4€HbIX o6pameHo B HacTodllee BpemMa Ha nepcnekTuBbl NCMOJIb30BaHNA KO3be-
0 MONOKa B NPOM3BOACTBE AETCKOro NMTaHua. CprKTypa GenkoBbIX CbpaKLI,VIPI, aMVMHOKMCNOTHBIN COCTaB, BbICOKOE cofepxxaHne HyKneoTnaos,
COOTHOLWEHME XMNPHbIX KNCTOT U MUHOPHBIX NTUNUA0B, NPUCYTCTBUE OJIUTOCaxapnioB, a Takxe MI/IHepaﬂbeIVI COCTaB onpenenatT npenMmyLlecTBa
MCNONb30BaHUA KO3bero MonokKa B CO34aHNN MONOYHbIX ¢OpMyJ'I. Llenbto H&CTOFILLI,GVI ny6n|/|Ka|.|,vw| ABNAETCA CpaBHVITeﬂbeIVI aHalin3 OCHOBHbIX
COCTaBNAOLWUX rPYAHOro, KOPOBLETO U KO3bEr0 MOJIOKa.

Summary. Breast milk is the gold standard for feeding a baby in the first year of life. Modern ideas about the components of human milk that have
a programming effect on the growing body of an infant underlie the adaptation of the composition of modern milk formulas. Special attention of
scientists is currently being paid to the prospects of using goat's milk in the production of baby food. The structure of protein fractions, amino acid
composition, high nucleotide content, the ratio of fatty acids and minor lipids, the presence of oligosaccharides, as well as the mineral composition
determine the advantages of using goat's milk in the creation of milk formulas. The purpose of this publication is a comparative analysis of the main
components of breast milk, cow's milk and goat's milk.

[ns uMTMpoBaHMs: Ha 4To HyXHO 0DpaTWTL BHUMaHWe NeauaTpy Npu BbIOOpe MONOYHOM CMecu st MiafieHLa (Ha NpUMepe CMecu Ha OCHOBE KO3bero
monoka) / 0.A. Omutpuesa, B.0. Yypunosa, J1.C. AbnypaxmaHosa, /.H. 3axaposa // MpakTvka negunatpa. 2026. Ne 1. C. 19-26.

For citation: What a pediatrician should pay attention to when choosing an infant formula (using as an example formula based on goat's milk) /
Yu.A. Dmitrieva, V.D. Churilova, L.S. Abdurakhmanova, I.N. Zakharova // Pediatrician's Practice. 2026;(1): 19-26. (In Russ.)

Onmmmsauma BCKapM/IMBaHMA JleTell paHHEro BO3pacTa
OCTaeTCs IPMOPUTETHBIM HallpaB/IeHMeM NPAKTUYeCKON
TEeATE/IbHOCTY M Hay4HBIX MCC/IEOBAHMI OTEYECTBEHHDBIX U
3apy6e>XHbIX y4eHbIX. KOHIenusa «<HyTpPUTUBHOTO IIPOrpam-
MUPOBaHIUA» CBULETEIbCTBYET B I10/Ib3y TOTO, YTO IUTAHNE B
MJIaJieHYeCTBE BMsIET HA POLIECChI MeTab0/MM3Ma Ha POTsi-
JKEHUU BCeNl MOCTENYIOIIEN XIU3HNU. be3sycmoBHBIM 30/10ThIM
CTaH/IApTOM BCKapM/IMBaHUA MIaJieHIIeB SIBJIAETCS >KEHCKOe
MOJIOKO, COCTaB KOTOPOr'o IOMCTHHE YHUKajeH. Ero nnrpenu-
€HTBI He TO/IBKO CIIOCOOCTBYIOT ONTUMA/TIBHOMY (QU3MIECKOMY
Yl HepBHO-TICUXIYECKOMY Pa3BUTHIO pebeHKa, HO U OKa3bIBa-
0T BIIVMsIHNE Ha MIPOIIECCH TOCTHATAIBHOI Auddepeninpos-
KU TKaHell, popMupoBaHue LIeHTPaIbHOI HEPBHOI CYICTEMBI,
CITyXOBOTO U 3PUTE/IbHOIO aHa/lN3aTopa, CTAHOB/IEHME MU-
KpoQIOpbl KUIIEYHNKA, PETY/IALINI0 HOPMaIbHBIX IIPOLIeCCOB
MeTabomsMa ¥ MPOMUIAKTUKY Psifid COMATHMYECKUX U VH-

¢dexumoHHbIX 3ab0meBanmit [1, 2]. Hu ogHa coBpeMeHHast Mo-
JIOYHAsI CMeCh He CITOCOOHA ITOMTHOCTHIO BOCIIPOM3BECTI YHH-
KaJIbHBII COCTaB IPYAHOrO Mojoka. OZHAKO HEOOXOAUMOCTD
[epeBOfia Ha NCKYCCTBEHHOE BCKApPM/IMBAHMSA MIIQJICHIIEB,
I/Is1 KOTOPBIX MPOJO/DKEHNE TPYSHOTO BCKApMIMBAHVS He-
BO3MOXKHO, MKTYeT IOTPeOHOCTD [albHEMIIEero COBEpIIeH-
CTBOBAHVS IPOJYKTOB C I€/IbI0 X MaKCMMaTbHOTO Hpub/In-
JKEHVS K COCTaBY IPYAHOTO MOJIOKA.

B TeueHme MOCTETHETO NECATUIETHS 0COOBIN MHTEPEC IPU-
obpeTaeT MCIOIb30BaHeE B IINTaHUM M/IA/IEHIIEB CMecelt Ha 0C-
HOBe KO3bero Mojioka. MOJIOKO KO3 MMeeT psif TIPEeVMYILIECTB
neper; KOPOBBMM, YTO OOYCTIOB/IEHO GOJBIIM CXOfCTBOM OT-
IeTIbHBIX KOMIIOHEHTOB 10 KOHIIEHTPALVN 1 CTPYKTYPE C TAKO-
BBIMU B MOJIOKe KopMsitieit xxeHuasl [3]. Llenpro HacTosieln
NyOMUKAIVY SB/IIETCST CPAaBHUTEIBHBIN aHAMN3 OCHOBHBIX CO-
CTaBJIIOLIVX IPYFHOTO, KOPOBBETO U KO3BETO MOJIOKA.

'TBbY3 «[leTckas ropoackas KnmHu4eckas bonbHuua um. 3.A. bawnseson [lenaptameHTa 3gpaBooxpaHeHus r. MockBbI»
2rbOyY N0 «Poccuiickas MeguLMHCKas akaaeMus HenpepbiBHOTO NpodeccoHansHoro obpasosaHus» MuHaapaea Poccuu, . MockBa
3QIBY «eTcknii MegUUMHCKWI LeHTp» YnpasneHws aenamu MNpesuaeHta PO, r. Mockea
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XOpoLo M3BECTHO, YTO XKEHCKOe MOJIOKO MMeeT caMoe
HM3KOE Coflep>KaHue Oe/Ka II0 CPaBHEHMIO C APYIMMI MIIEKO-
myratoiumu [4]. IIpy sToM ypoBeHb morpebnsemoro Henka
II03BOJISIET HE TOJIbKO 00ecIedynTb HOpMaJibHble TEeMIIBI PO-
CTa M pasBUTUA MIAfiCHIId, HO ¥ IPENATCTBYeT YCKOPEHHO-
MY OMOTOTMYECKOMY CO3PEBAHNIO, HAKOIUIEHNIO M30BITOYHOI
Macchl Tejla ¥ Ype3MepHOIl Harpyske Ha He3pesible >Kemymod-
HO-KUIIEYHBIIT TPaKT ¥ MOUEBBI/IE/IUTENbHYIO CUCTEMY peOeH-
Ka [1]. Bemok rpygHOro Mo/oka COCTOUT IPENMYLECTBEHHO
U3 CHIBOPOTOYHBIX NPOTEVHOB, COAEP)KAIUX He3aMeHMMbIe
AMJHOKIC/IOTBI B ONITVIMA/IbHOM [/Is peOeHKa COOTHOLIEHN,
M KaszerHa. B paHHeM JIaKTalIOHHOM IIepYOfe MPOIOPLs
MEX/y CbIBOPOTOYHBIMY O€/IKaMy U Ka3eVHOM B >KEHCKOM
Moroke gocturaet 80:20, 4TO MMeeT Ba>KHOe OMOIOTIIeCcKoe
3Ha4YeHMe IJsI HOBOPOX/EHHOro. Bo-IepBbIX, CHIBOPOTOY-
Hble OJIKM AB/IAITCS OCHOBHBIM MICTOYHMKOM He3aMeHVMBIX
AMVHOKICIIOT, HeOOXONMMBIX [/Ls1 POCTa ¥ pasBUTHS peOeHKa.
Bo-BTOpBIX, B CTPyKType O€NKOB CBIBOPOTKM IIPeobmagaoT
MEJIKOUCIIEPCHBIe (paKLyy, KOTOpble jerde ¢pepMeHTUPY-
I0TCS ¥ OBICTpee YCBAMBAIOTCS, YTO HEMA/IOBAXKHO B YC/IOBMU-
X TPaH3UTOPHON (PepMEHTATUBHOI HEe3PENTOCTU >KENyHod-
HO-KUIIeYHOro TpakTa. ChIBOPOTOYHBIE O€NKM >KEHCKOro
MOJIOKa B OCHOBHOM IpeCTaB/IeHbl aabda-TakToanbbyMu-
HOM, KOTOPBIII SIB/ISIETCSI MICTOYHMKOM HE3aMEHUMBIX aMIHO-
KIC/IOT, OKa3blBaeT IMpeOMOTIYeCKoe [eIICTBYE M CIOCOOCH
aKTMBHO CBA3BIBATb Ka/IBLVIT U IIVIHK B KMIIIEYHMKE M/IaJIeHITa
U YCKOPAITD VX BcachblBaHue [5, 6].

B oTnmume ot )K€HCKOTr0, KOPOBbE 1 KO3be MOJIOKO MMe-
eT B 3-3,5 pasa 6oJee BBICOKYIO KOHLIEHTpALMIO Oeka, Xa-
PaKTepM3yIOLIerocs: mpeobnafaHueM Ka3eMHOBOI QpaKIun
(80%) (tabm. 1). OCHOBHBIM 0€/IKOM CBIBOPOTKM SIBIISETCS
B-nmakTornobynmun (16%), OTCYTCTBYIOLIMII B MOJIOKE JKeH-
upyHbl [7]. HecMoTps Ha 0o0Iue 4epThl, CTPYKTypa benko-
BbIX PpaKINiT KO3BETO ¥ KOPOBbHETO MOIOKA MIMEET PSJ| OT/IN-
umit (Tabm. 2). bonee Hu3kmit ypoBeHb asl-kas3enHa B KO3beM
MOJIOKe CIOCOOCTBYeT 0OpasoBaHMIO Ka3eMHOBBIX MMI[ETT
¢ 6O/IBIINM KOMMYECTBOM IMIPATHPOBAHHBIX 10D, 110 CPaB-
HEHUIO C MULe/UIaMIl KOPOBbETo MO/IOKa. B pesynbrare cry-
CTOK KO3bETO MOJIOKA, 00Pa3yIoIIICs B XKeIy/Ke, IMeeT Me-
Hee [UTOTHYIO rele0OpasHyIo CTPYKTYPY, YTO 0O/Ierdaer ero
nepeBapuBanue [8].

BeTta-Kka3enH Mo/I0Ka KPyITHOTO POTaToOro CKOTa IpeCcTaB-
7TIeH [IByMs OCHOBHbIMM BapuaHTamy — Al u A2. Tun kasen-
Ha Al MrpaeT BefylIyio pO/Ib B BBICBOOOXK/IeHUM [3-Ka30MOP-
¢una-7 (BKM-7) [9]. MccnemoBanus npofeMOHCTPUPOBAY,
4TO moTpedieHne MOJIOKa, coiepkaiero P-kasemu Al, mo-
JKeT aCCOLMMPOBATHCA C IOBBIIEHHBIM PUCKOM Pa3BUTHA Ca-
XapHOro fuabeTa 1-To THIA U CEPHEYHO-COCYAUCTHIX 3ab0re-
Bauuit [10]. Bera-kasomopduH-7 obmaaeT CHOCOOHOCTBHIO
B3aMMOJIEVICTBOBATH C ONMOUJHBIMM ¥ CEPOTOHMHOBBIMM pe-
IIeNTOpaMy IIeHTPAIbHOI HEPBHOI CUCTEMBI, YTO ITO3BOJIAET
IIpeIIoNaraTh MOTEHIMAIbHYIO CBA3b MEX/Y YIOTpeOIeHN-
€M KOPOBBET0 MOJIOKa ¥ HapyIIeHVSMI HeJIPOKOTHUTHBHOTO
pasBUTHA Y JieTell paHHero Bo3dpacta [11, 12]. Ora rumoresa
HONy4YWIa TMORNEPXKKY B MCCIEHOBAHUM, IIPOREMOHCTPUPO-
BaBllIeM, YTO KoHLeHTpauusa BKM-7 B Mode fereli, cTpaga-
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IOIIMX ay TU3MOM, OKa3alach 3Ha4MMO BBIILIE, YeM Y 3TOPOBBIX
CBEPCTHUKOB, U KOPPENTUPOBaa C BBIPAKEHHOCTBIO CUMIITO-
MmoB [13].

B ormume ot KOpoBbETro MOJIOKa, [-KaseMHOBasA (ppaxuysa
KO3bETO MOJIOKA XapaKTepusyeTcs: IpeobmananmeM A2-kase-
nHa. MerabomusM [P-kasenHa A2 XapaKTepuU3yeTcsl IpeuMy-
I[eCTBEHHBIM BBICBOOOXeHMeM [-KasomopduHa-9 (BKM-9),
6onee mmHHOrO Ientuna, yeM BKM-7. Xora BKM-9 tarke
OTHOCUTCS K OIVOVHBIM TIeNTHAAM, Xapaktep ero 3¢¢dekToB
VHOIT: JAHHBII MENTHU]] PACCMATPUBAIOT KaK OMOAKTUBHOE CO-
eIVHEeHNe C TIOTEeHIaNbHBIMY aHTUTUIIEPTEH3VBHBIMY U aH-
TUOKCUIAHTHBIMM cBoVicTBamy [14]. Takum 06pa3om, 1Cronp-
30BaHII€ B COCTaBe IETCKIX MOJIOYHBIX CMeCEN KO3bEro MOJIO-
Ka, IMEIOIIIET0 B COCTaBe A2-KaseuH, MOYKET MMETb OTIa/IEHHOE
[IPOTEKTMBHOE [EICTB/E B OTHOLIEHUM MeTabomm4ecKnx
¥ HEBPOJIOTMYECKIX HapYILIeHNUIT y pacTyliero pebeHka.

AMUHOKICTIOTHBIN COCTaB GENKOB KOPOBBETO U KO3BETO
MOJIOKa MMeET MHOTO 001Iero, Ho /muinb Ha 60% COOTHOCUT-
51 ¢ GenKamu SKeHCKOro Mojoka [15]. to onpenernsier He06-
XOIVMOCTb 00513aTeIbHON KOPPEKTHPOBKU aMUHOKUCTIOTHOTO
cocTaBa B IPOLiecCe afanTariy 6€KOBOro KOMIIOHEHTA CMe-
ceir. Obpamraer Ha cebs1 BHUMaHUe, YTO KO3be MOJIOKO, B OT-

Tabnuua 1. Coctas rpyHOro, KOPOBLEr0 1 KO3bEro MoNoka [7]

IpynHoe | Koposbe | Ko3be
AW MOJIOKO | MONOKO | MOMOKO
benok (r/100 mn) 0,9 3.4 3,3
KaseuH (% ot 06LLero 6enka) 27 33 83
benku cbiBopoTKM
(% oT 06LLero 6enka) 73 17 17
Jlakro3a (r/100 mn) 6,9 4,5 4,1
Onurocaxapuppl (r/n) 12 0,06 0,3
MKup (r/100 mn) 3,4 3 3,5
HacbILLeHHbIE XMPHbIE KNCAOTI
(% ot o6Lero konuyectsa XK) 28,9 62,8 66,9
CpeaHeLienoye4HbIe XUPHbIE KUCTOTb
(% ot o6Luero konuyectsa XK) 47 128 186
MONUHEHACILLEHHbIE XMPHbIE KUCTOTb
(% o o6Lwero konuyecta XK) 50,5 12 94
Tabnuua 2. benkosble (pakLuK rPyAHOro, KO3bEro
1 KOPOBLEro MOIOKa [7]
®pakuun 6enka pyaHoe Koposbe = Ko3be
(% ot o6wero 6enka) MOJIOKO  MOJIOKO ~ MONOKO
a82-Ka3enH - 8 16
as1-kasenH 4 27 -
B-KazeunH 30 34 51
K-Ka3enH 8 9 8
B-naktorno6ynuH - 16 17
a-NaKToanboYMuH 25 4 6
CbIBOPOTO4HBIN aNbOYMMH 5 1 1
[pyrue 27 1 1
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JIM4Me OT KOPOBBETO, XapaKTepU3YeTcsl JOCTATOYHO BBICOKOI
KOHI[eHTpaleil TpunrogaHa, CpaBHUMOI C TAKOBOI B MOJIO-
Ke KopMslLelt >keHIVHBI [7]. TpunrodaH sAB/sAeTCs IpeflIe-
CTBEHHVKOM CEPOTOHIHA, OJJHOTO 113 BaYKHENIINX HEITPOMENI-
aTOpPOB TOTIOBHOTO MO3ra, He0O6X0AMMOro st GOpPMUPOBAHMA
ero crpykryp. OH TaiKe CIocOOCTBYET CHHTE3y MeTaTOHMHa,
B/IVAIOIEr0 Ha (pOpMUpPOBaHMe IIMPKATHBIX PUTMOB, HOPMa-
JIM3YIOLIETO COOTHOLIeHNe (a3 cHa ¥ 60ApCTBOBaHMA pedeH-
Ka, a TakKe PETryIMpYIOLIETO AIIETUT UM YYBCTBO HACBIIIe-
Hyst. Tpunrodan ydacTByeT B Ipoliecce BBIpaOOTKI HMALVHA
Y HUKOTVMHOBOJL KVMCTIOTBI, B HEOOIBIIX KOMIMYECTBAX BXORUT
B COCTaB y-IJIOOY/IMHOB, (pMOpPMHOreHa, CTUMYIMPYET CUHTE3
ropMoHa pocta [16]. B oTmmure ot k03bero, KOpoBbe MOJIO-
KO COfiep)KUT TpunrtodaH B 60/ee HI3KOI KOHLEHTPALMH 110
CPaBHEHMIO C TPYAHBIM MOIOKOM.

Ba>xHbpIMM (DYHKIIMOHA/IBHBIMY KOMIIOHEHTaMM, NIPUCYT-
CTBYIOIIMMM B >KEHCKOM MOJIOKe, ABJIAIOTCA HYKJICOTH[BI,
Ha JIO/I0 KOTOPBIX NPUXOFUTCA OKOMO 20% BCero HeOemKo-
Boro asora [17]. Pomp HyKIeOTHHOB Ui OpraHmM3Ma OIpe-
JieTIsIeTCA B TIEPBYIO0 O4Yepefb TeM, YTO OHY ABJIAIOTCH CTPYK-
tTypHbiMu kKomnoHenTamu JJHK un PHK xnerok. Kpome Toro,
B KauecTBe BTOPMYHBIX IIOCPEIHUKOB B cocTaBe UAM®D u
uI'M®, a taioke kodakropos HAT, HAJI® u GA]J] HykneoTuabl
YYacTBYIOT B IIpolieccaXx MeTabonmu3Ma OeIKOB, YITIEBONOB,
JKMPOB Y HYKJIEMHOBBIX KUCIOT [4]. HykmeoTunpl He AB/IAOT-
Cs He3aMeHMMBIMM HYTPUEHTaMU. DHIOT€HHbIEe MICTOYHMKM
HYK/JICOTUIOB BK/IIOYAIOT B cebs1 X 06pasoBaHMe B XOfie pac-
Hajia B OpraHu3Me HYKJIEMHOBBIX KUCIOT WIN CHHTe3 de novo
U3 aMMHOKUCNIOT. OffHAKO IIOCKO/IBKY JIaHHblE MeXaHM3MBI
TpeOYIOT 3HAYNTENbHBIX 3aTPaT SHEPIUM, TO METAOONMMUECKN
6oree BBITOIHBIM SBJIAETCS VCIONb30BaHVE HYKICOTUIOB,
nocrynamimyx ussHe. Ocobyio poib HyK/IeOTH/bI Ipuobpe-
TAIOT IIPY PA3/lIUYHbIX 3a00IEBAHMUAX M COCTOSHMSIX, COIIPO-
BOX/JAIOLIMXCS 9HEPreTUYeCKUM JieUIIUTOM, — TsDKeIIble
nHQeKVN, UMMYHOe(pUIIMTHBIE COCTOSHNA, O€TIKOBO-9HEp-
reTM4eckas HeflOCTaTOYHOCTD, a TaKXKe B IIepMOf, aKTUBHO-
ro pocra peOeHKa. B Takyux cUTyalMsAxX JOIOTHUTENIbHOE II0-
CTYIUIeHMe HYyK/IeOTH/OB C IPOJYKTaMy IIMTaHMA yMEHbIIIaeT
9HepreTHYeCKIe 3aTPaThl OpraHy3Ma Ha 0OpasoBaHye HyK/e-
OTUZIOB B XOfie 0OOMEHa BeleCTB VIV SH[IOTEHHOTO CHMHTe3a
[16]. KopoBbe MOTIOKO 6€HO HYK/IEOTUAAMM, YTO OIIpeiensi-
eT HeOOXORMMOCTDb OOOTAIleHNIsI CMeceil Ha eT0 OCHOBE JaH-
HbIMU (PYHKLMOHA/IBHBIMM KoMIIOHeHTaMu. Kosbe MOJIOKO,
B OT/INYVIE OT KOPOBbETO, ABJISA€TCS CAMOCTOATENbHBIM UCTOY-
HVIKOM HYK/ICOTUIOB, IIPUCYTCTBYIOIINX B HEM B JOCTATOYHO
BBICOKOI1 KOHLIeHTpanun [7].

CopepyxaHye >Kypa B 3pe/ioM >KEHCKOM MOJIOKE — BeTNYM-
Ha Hanboree HETMIOCTOSIHHAS ¥ cocTaB/sieT (B T Ha 100 M), 1Mo
JIAaHHBIM OTE€YEeCTBEHHBIX aBTOPOB, OT 3,0 110 6,2 (B cpenneM 4,7),
o gauHeiM BO3 - ot 1,3 1o 8,2 (B cpennem 4,5). OCHOBHBIMMU
KOMITOHEHTaMI XKJpa >KeHCKOTO MOJIOKA ABJIAIOTCA TPUIJINILIE-
puzbl, GochOMMIMABL, CTEPOIBI M >KUPHBIE KUCTOTHI [16].

JKMpHOKMCIOTHBI COCTaB IPYJHOTO MOJIOKA XapaKTepu-
3yeTCsl OTHOCUTETIBHO BBICOKUM COfiep>KaHVeM IO/IVHEHAChI-
1eHHbIX XXUpHBIX KucnoT (ITHXKK), KoHIeHTpariyst KOTOPBIX
B 3PeJ/IOM JKEHCKOM MOJIoKe B 12-15 pa3 6ornbliie, 4eM B KO-
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poBbeM M Ko3beM. B opraHusMe MiajieHIIa HeHACbII[eHHbIE
JKMPHBIE KUCIIOTBI MO0 CHUHTE3UPYIOTCS OTPaHUYEHHO (MO-
HOHEHACBIIIIEHHBIE), TMO0 He CUHTe3UPYIOTCS BOoO1Ie (II0/N-
HeHAaChIllleHHbIe), IPM 9TOM JIaHHbIe COENVHEHMUsI BbIITOHS-
0T Ba)XXHeJIIIIIe IUIACTUYeCKye U MeTabomdecKue QyHKINNL.
Haubornbiee 3Ha4eHue I feTeil paHHETO BO3PacTa UMEIOT
NPEACTABUTENN CEMENICTB w-3 U w-6 XVPHBIX KUCTIOT, U3 KO-
TOPBIX HanbOIee 3HAYMMBIMI SIBIISIOTCS O-TIMHO/IEHOBAS U IV~
HojIeBas KUCIOTHL. B rpynHoM Momnoke cootHoureHue [THIKK
-6 U w-3 K/TacCOB ABJISETCS ONTUMAIbHBIM U COCTAB/ISIET OT
10:1 go 7:1. Iop BMmAHMEM ¢epMeHTa JenbTa-6-fecaTypasbl
JaHHBIE COENUHEHNS IMPEBPAIIAIOTCA B [IMHHOLEIIOYEYHBIE
nonuHeHackieHHble xupHble Kucnorsl (JUITHXKK), urpa-
IollMie BeAYLIYI0 pO/lb B Ipolleccax pasBUTHA LIeHTPanbHOI
HEpPBHOJ CUCTeMBbI MJIQJIeHIIeB, 3PUTENBHOIO aHA/IN3aTopa I
CHCTeMBl IMMYHITETA, PETY/IALMN MeTab0MIMYeCKIX TIPoLiec-
COB U BOCIIa/IATeNbHBIX peakumii [18, 19].

JKnpoBoit KOMITOHEHT KOPOBBETO U KO3bETO MOJIOKA OTHO-
CUTETBHO CXOXK, 3a MCK/IIOUeHMeM OOJIbIIEro KOMMIECTBA pas-
BETBJIEHHBIX (4-MeTWI- U 4-3TWIOKTAHOBas KUC/IOTA) XUP-
HBIX KICTIOT B KO3b€M MOJIOKE, IIPUAAIOIINX €My XapaKTepHbII
BKyC [20]. YKup xo3bero Mo/moka CofiepXnuT 6oblee KOIIde-
c1BO (15-18%) cpenHerierioueuHbIx Tpurmepunos C6:0, C8:0
n C10:0 o cpaBHEHMIO C KOPOBBUM MOTOKOM (5-9%) [21]. ITo-
CKOJIBKY CpeJHeLleTIOYeYHble KVPHbIe KVC/IOTHI JIeT9e BCACHI-
BAaIOTCA B JKEMYJOYHO-KUIIEYHOM TpPaKTe, 5TOT YHMKA/IbHbII
COCTaB MOXET CIOCOOCTBOBATh OOJIBIIIEI YCBOSIEMOCTH SKUpa
KO3bEro MOJIOKAa IO CPaBHEHMIO C >KMPOM KOPOBBETO MOJIO-
Ka B opranusme miajeHa. Oco6eHHOCTBIO XXMPOBOTO KOMIIO-
HeHTa KO3bero MOJIOKa sIB/ISIETCs 6ortee BBICOKOE COfepyKaHme
B-keroxmcnor [22]. Kpome Toro, 6bicTpoe BcachiBaHue U [3-
OKJVICTIEHME CpefHeLeNIOYeYHbIX TPUIIUIEPUIOB, COIeprKa-
IMXCSL B KO3bEM MOJIOKE, TAK)Xe IPUBOANUT K 0OPa3oBaHUIO
KETOHOB, ABJISIONIVXCS ICTOYHVMKOM SHEPIVU U aIleTU/I-KO9H-
3MMa A I CO3peBAOIIMX CTPYKTYp LIeHTPalbHOJ HEPBHOI
CHCTeMbl M/IaJIeHIIeB. VI3BeCcTHO, UTO y feTell, HaXOIALMXCS Ha
TPYAHOM BCKapM/IVMBaHUM, YPOBEHb KETOHOB B IUIa3Me BBIIIIE,
YeM Yy CBepCTHMKOB, IoTy4aroiiux cMecn [7]. Takum obpasom,
MOJIOYHBIE CMeCH Ha OCHOBE KO3bero MOJIOKA MOTYT SIB/IATb-
Cs1 ICTOYHUKOM CpPeJHel[elIOYeYHBIX XVMPHBIX KUCIOT 1 [-Ke-
TOKUCTIOT, KOTOpbIE CIIOCOOCTBYIOT ITIOCTHATa/IbHOMY (OPMI-
PpOBaHMIO TOIOBHOTO MO3ra. B oT/ymume oT KOpoBbETo, KO3be
MOJIOKO COJIEp>KUT pasBETBJICHHBIC >KUPHBIE KMCIOTBI, TaKe
Kak 4-MeTun- u 4-3TunoKTaHoBas Kucnora [23]. PasserBien-
HbIe >KVPHbIe KMCTIOTHI BBIE/IEHbI B COCTaBe YKEHCKOTO MOJIOKa,
I7ie OHM MEHSIOT CBOIO KOHIIEHTPALIMIO ITOf, BAVISTHMEM JVEThI
Marepyt. Pa3BeTB/IeHHbBIE )XVMPHbIE KIC/IOTHI BIMAIOT Ha CTPYK-
TYpy " pyHKUMYM OGaKTepyaJbHbIX MeMOpaH ¥, KaK IOKa3ajm
VICCTIENIOBAHNsI, MOTYT MOZIY/IMPOBAThb CTAHOBJIEHME MUKpO-
610LIeH03a KMIIIeYHMKa [24].

Kak xopoBbe, Tak 1 KO3be MOJIOKO SBJIAETCS XOPOIIUM
JMICTOYHMKOM ITa/IbBMUTMHOBOM KUC/IOTHL. VI3BECTHO, 4YTO
HaJIbBMUTUHOBAsA KUC/IOTAa COCTaB/IsAeT 0 25% BCeX HAaChI-
II€HHBIX XMPHBIX KUCTOT IPYJHOTO MOJIOKA, IOCTUTasl KOH-
tentpauyu 0,7-1,0 /100 mn [25]. [TanbMUTHHOBAsE KUCIOTA
SIBJIACTCS BOKHBIM UCTOYHVKOM SHEPIUIL, CTPYKTYPHBIM KOM-
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IIOHEHTOM MeMOpaH K/IeTOK, TPAHCIIOPTHBIX IUIINTOB U CYP-
(axTaHTa, yY4aCTBYeT B [Ia/IbMUTYPOBAHNM OE/IKOB U CHHTe3e
nunonporenHoB [26]. Obecrevenne aHAJIOTMYHON KOHIIEH-
TpaLMy MATbMUTATa B COCTaBe MOJIOYHBIX CMeCell SBISEeTCs
TOBOTIBHO CTIOXHOI U Hauboee AMCKYCCHOHHOI 3afadelt co-
BPEMEHHOI HyTpuuyuonoruu. VIcmonp3oBanue IanbMOBOIO
Mac/ia Ipy IPOU3BOACTBE MOJIOYHBIX CMeCeil MMO3BOISeT [0-
CTMYb KOHIEHTPAUMy MaJbMUTaTa OKONMO 26%, CPaBHUMOI
C TAaKOBOJI B TPYJHOM MOJIOKE. B TO ke Bpemsa mcronp3osa-
HIle VHBIX PACTUTENbHBIX Mace/T IPUBONUT K CHIDKEHMIO KOH-
IeHTpaluy NaTbMUTUHOBONM KUC/IOTHI IO YpOBHA 7,7% [20].
ITO 06CTOATENBCTBO SIB/ISIETCS BKHBIM aPTYMEHTOM B HOJTb-
3y BKJIIOYEHMS ITaIbMOBOT'O Mac/ia IIPY aallTaliiy KUPOBO-
ro KOMIIOHEHTa MOJIOYHBIX (popMyn. HecMoTpsa Ha BBICOKYIO
KOHIIEHTPALMI0 HaIbMUTUHOBOI KMCIOTBI, TPUIIULIEPUJIBI
IIaJIbMOBOTO ¥ JIPYIMX PacTUTENIbHBIX Macel CYIIeCTBEHHO
OT/INYAIOTCA OT IPYAHOTO MojoKa. V3BecTHO, uTO 70% mHasb-
MUTMHOBOI KUCIOTHI >KEHCKOTO MOJIOKA HAXOJUTCA B IIOJIO-
JKEHUM SN-2 MOJIEKYNT Tpurmuepupos [27]. B To e Bpems
IIaJIbMOBOE MAcJIO MMeeT NaJIbMUTUHOBYIO KMCTIOTY B IIOJIO-
JKeHUM sn-1,3, ecy TO/IbKO OHO He 6UT0 (hepMEHTATHBHO UM
XUMUYECKM CTPYKTypupoBaHo [28]. Ilox mericTBueM >kery-
JOYHOJ ¥ HAaHKpeaTHM4eCKOl /IMIIasbl, BO3MENCTBYIOIUX Ha
TPUIINLIEPU/BI B KUIIEYHNKe MIaJIeHIIa, IPOUCXONUT 0bpa-
30BaHue sn-2(f)-MoHOIIMIEpyUAa U ABYX CBOOONHBIX XXMP-
HBIX KMCJIOT, KOTOPBlE OTCOENUHSIIOTCS OT sn-1- 1 sn-3-mo-
sutym Tpurmiepuga. CBOOOHbIE HACBIIIEHHbIE JKVPHBIE
KUCTOTHI ([Ta/IbMUTVMHOBAs M CTeapuMHOBas — B CIy4ae MC-
HI0JIb30BaHMA PACTUTENbHBIX Macell) B YCIOBUAX IIEJIOYHOTO
pH B KuieyHrKe MMET TEHAEHIMIO K 0Opa3oBaHMI0 Hepa-
CTBOPMMBIX MBUI IIPM COENVHEHUY C [JBYXBaJIEHTHBIMM Ka-
THOHAaMM KajbLiuA U MarHus. B pesynbsrate popmmpoBanmsa
KOMIIJIEKCA KaIbIIMEBBIX MBUI CHIDKAeTCsT abCopOIms Kak ca-
MOJI XYPHOJT KMCTIOTBI, TaK I MUHepajoB. braropaps ocobo-
My cTepeocrelnpryeckoMy IIOJIOKEHUIO ITaJbMUTIHOBOI
KUCTIOTBI B 3(sn-2)-II03MLMY TPUITIALEPUSOB IPYAHOTO MOTIO-
Ka, IPOMCXOANT BHICBOOOXK I€HME TTaIbMUTIHOBOI KMCTIOTBI B
¢dopme 2-moHOrIMLEepyAa (P-mambmuTaTa). Takas cTpykTypa
obecrieunBaer erkoe BcachlBaHNeE IMaJIbMUTUHOBOTO MOHO-
[IMIEPUAA M TPEMSTCTBYeT 0Opa3oBaHMI0 HEPACTBOPUMBIX
KOMIIIEKCOB C Ka/bLiyieM U MaruueM [27, 29]. ViMeHHO 11039TO-
MY Ha I'PYJHOM BCKapM/IMBaHUY peXke BCTPEYaloTCA 3aIlopHl,
a KaJIbLIMII ¥ MarHuii XOPOIIO BCAChIBAIOTCS B KMILEYHIUKE.

Ko3be 1 KOpOBbE MOTOKO SIB/IAIOTCS IPUPOTHBIMU UCTOYU-
HYKaMM SN-2 MaTbMUTHHOBOM KUCTOTBL HYacTU4IHOE coXpaHe-
HII€ XMPOBOTO KOMIIOHEHTA 1[e/IbHOTO KOPOBBETO U/IM KO3be-
r0 MOJIOKA IIPU MIPOM3BOLCTBE HETCKMUX CMeCell MPUBOOUT K
COTeP)KaHUIO MTAIBMUTUHOBON KMUCTOTHI (12,3-17,0%), 6/m3-
KOMY K HIDKHEMY IIpefie/ly KOHIIeHTPAaIMyU B TPYSHOM MOJIO-
ke (15,4-29,0%) [20]. IIpu ucrnonbp3oBaHMY LieIbHOTO KO3bETo
MOJOKa 6e3 M3MEHEHMsI COOTHOLIEHNMSI CBIBOPOTKA : Ka3euH,
IeTCKasi MOJIOYHAst CMECh MOXKET COfiepKath 10 31% mambpmu-
TVHOBOJ KNCJIOTBI B SN-2 IOJIOKEHUY, YTO COCTABJIAET IIPU-
MEpHO NOJIOBYHY YPOBHA B TPYJHOM MOJIOKe, IpeBbILIas
TAKOBYIO KOHILIEHTPALIMIO B IETCKMX CMeCsIX (Bcero 8%), n3ro-
TOBJIEHHBIX TOJIBKO 13 PaCTUTEbHBIX Mace [30].
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HecmoTpsi Ha ommcaHHBIE IpeMMyIecTBa >KMUPOBOTO
KOMIIOHEHTa KO3ber0 MOJIOKA, OHO BCE K€ XapaKTepusyeT-
Cs1 3HAYMMO MEHDIINM COREp>KaHMeM 3CCEHIMANbHBIX IO/N-
HeHAaCBIIIIeHHBIX (JIMHOTIEBOII U abga-TMHOTIEHOBOI) U INH-
HOLIETIOYeYHBIX ITONMHEHACHIIIEHHBIX (JOKO3areKcaeHo! u
apaxMIOHOBOI) >KMPHBIX KIUC/IOT, II0 CPABHEHNIO C )KEHCKIM
MOJIOKOM. JDTO OIpefie/isieT HeOOXOAMMOCTb 00sI3aTeIbHOI
afanTalyy XUPOBOI (pakuuy Opy MPOUSBOACTBE AETCKUX
MOJIOYHBIX CMECEIL.

IIpy usydeHun >XUpOBON COCTAB/IAIOLIEN XKEHCKOTO MO-
7oKa 0cob60e BHMMaHMe YUeHbIX OOpalljeHO Ha TaK HasblBa-
eMble MIHOpHBIe (ppaxumu. VI3SBECTHO, YTO MOJIOYHBII KUP
TPYSHOTO MOJIOKA CTPYKTYPMPOBAH M IPUCYTCTBYET B HEM B
BIIJI€ KMPOBBIX [M00Y/. LleHTpabHas 4acTb KMPOBBIX I7I0-
6y - ruapodoOHbIe TPUTTNLIEPUBL, COCTABISIIONIE 95-98%
DI06Y/IBL; OCTanbHble 2-5% ITOOY/IbI IPEACTAB/IEHbl TUIINA-
HO-6€7IKOBOJT MeMOpaHOIl, HMOMy4MBILell Ha3BaHue MeMOpa-
HbI >KMPOBBIX 1106y Momoka (Milk Fat Globule Membrane,
MFGM) [18]. CoctaB MFGM yHuKaeH; ee KOMIOHEHTBI He-
3aMeHMMBI [JIsI TIOJIHOLIEHHOTO pasBUTMA pebeHKa. JInmup-
Has ¢paxuysa MFGM BxmodaeT ¢pocdonmmmapl, FraHIINO8K-
IBbI Y XOJIECTEPUH — COCTABJIAIOLNE JKMPOBOTO KOMIIOHEHTa
MOJIOKa, KOTOpBIe, K COXXAJIeHNUIO, YTPAaIMBAIOTCS B IIPOLEC-
Ce IPOM3BOACTBA MOJIOYHBIX CMeceil BCIECTBME 3aMellle-
HISI )KMBOTHOTO >KMpa pactutensHbiM [31, 32]. IIpoBenen-
Hble MCCTIENOBaHNs JOKA3a/IM BaKHele (Qy31onorndecKie
addexter pochonnmuaoB U raHIMO3KUIOB B OpPraHU3Me pe-
OeHKa IepBbIX MecsleB xusHu. Kak u tpurmmiepusst, Gpoc-
bomumuppI BXOAAT B COCTAB KJIETOUHBIX MEMOPAH ¥ SIB/ISIOTCS
IS PacTyILero OpraHi3Ma MCTOYHIKOM [TMHHOLIETIOYeYHbIX
IIO/TMHEHACHIIIIEHHBIX )XMPHBIX KICTIOT, XO/IHA ¥ HEPBOHOBOI!
KUCTIOTHI (OCHOBHOTO KOMIIOHeHTa Muenuua) [33-35]. Chun-
rOMMeNUH B cocTaBe GoCcOMNINIOB IPYRHOTO MOTOKA OKa-
3bIBaeT peryypyloliee BIVsHIE Ha allOITO3, IPpoIugepariio
KJIETOK, TeUeHIe BOCIATNTENbHBIX MPOLECCOB U abcopOIuio
XOJIeCTepUHa B KuleqyHuKe [36-38].

JleTckme cMecu Ha OCHOBE PAaCTUTE/IBHBIX Macesl B Kade-
CTBEe OCHOBHOTO VMICTOYHVKA JIMINEOB COEP)KAT OrpaHIIeH-
HOe KO/M4ecTBO PocONUNMAOB, B OCHOBHOM ITONTYYEHHbIX
U3 COEBOTO VIV IOfCOMHEYHOrO JICLIMTHHA, MCIIONb3YeMOro
B KauecTBe sMynbraropa [39, 40]. Kosbe MOIOKO comep>xut
30-40 mr ¢ocdonmumupos/100 r monoka wm 8-10 mr doc-
dbommuunos/r >xupa. AHAJTOTMYHO >XEHCKOMY MOJIOKY, OC-
HOBHBIMI (oconmummpaMu Ko3bero MO/IOKa ABJIAOTCA (oc-
darupgnnxonuy, docdaTuausTaHOMAMNH, C)UHTOMUENNH,
docharupunceprn n docdarnpmnmunosuron. Vcnonp3osa-
HIe LJe/IbHOTO KO3bero MOJIOKA I IPOM3BOJICTBA JIETCKMX
CcMeceit TT03BOTIsIET 00eCevnTh cofepskane GocHonunmmos,
U, B YaCTHOCTY, COMHTOMMUENNHA, Ha YPOBHAX U B IIPONOPLY-
X, O/IM3KUX K TAKOBBIM B IPYIHOM MOJIOKe [20].

JKupbi >keHCKOro, KOPOBBETO 1 KO3BETO MOJIOKA COTepIKaT
CXOXKVe YPOBHM XOJIeCTepUHA, IIPYCYTCTBYIOIINE KaK B sApe,
TaK ¥ B MeMOpaHe >KMPOBBIX 700y [39]. SBasach cTpyKTyp-
HbIM KOMIIOHEHTOM KJIETOYHBIX MeMOpaH, XOlecTepyH yda-
CTBYeT B (pOPMUPOBAHUN LIEHTPAIbHOM ¥ MepudepudecKoit
HEPBHOJT CHCTEMBI, Y9aCTByeT B CMHTe3e IIOJIOBBIX TOPMOHOB
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" MeTabo/3Me XXMPOPACTBOPUMBIX BUTAMUHOB, CIYXKUT OC-
HOBOI1 /151 06pa3oBaHmMs XeMIHBIX KUCIOT. B nccnenoBanmsix
OBITIO TIPOJIEMOHCTPUPOBAHO, YTO TPYFHOE MOJIOKO COTEP>KUT
60rtee BBICOKYIO KOHIIEHTPALIMIO XO/IECTEPHHA TI0 CPABHEHMIO
CO CTaH/IAPTHBIMIU MOJIOYHBIMU cMecsiMu [41], uTo onpepensier
ero 6oree BBICOKMII YPOBEHD B CBIBOPOTKE JieTell, HAXOMAIMX-
s Ha TPYAHOM BCKapm/MBaHuu [42]. VI3BecTHO, 4TO BBICOKMIT
YPOBeHb XOJIleCTepyHa B KPOBU Y M/IQJEHIEB, HAXOMSIINXCS
Ha IPYHOM BCKapM/IMBaHUM, ONpeesieT IPOGUIaKTUKY TH-
Hepxo/ecTpuHeMuy B ocnenytoweM [43]. KoHuenTpanus xo-
JIeCTEpUHA B JIETCKUX CMECSIX, TTI€ PACTUTE/IbHbIE MaciIa SIBJIs-
JOTCA eAVIHCTBEHHBIM MCTOYHMKOM JIMIINUIOB, O4eHb Masa [39].
Vicrionb3oBaHue KO3bero MOJIOKA B KaueCTBE MCTOYHMKA Ha-
TUBHBIX >KMPOBBIX [IOOY MOMOKA SIBIsETC 9 PeKTUBHBIM
CII0COOOM IOBBILIEHNST KOHIJEHTPALIMI XOTIECTEPMHA JI0 TI0TI0-
BUHBI €70 KOHI[EHTPALIMI B MOJIOKe KOPMsiiiieit >KeHHbI [20].

YHMKa/IBHOI 0COOEHHOCTDIO YIIEBORHOM (PpaKium rpyx-
HOTO MOJIOKA SIBJISIETCSL COflepXKaHume B Hell OMUToCaxapy/ioB.
Onurocaxapuiipl MPeNCTaBISIOT COOOI TPETHIO MO BEIMINHE
¢dpakumio B cOCTaBe MOTIOKA YKEHIIVHBI, YCTYIIast TULIb XXUPO-
BOMY KOMITOHEHTY U /1akTo3€ [44]. B Hanbob1et KOHIIEHTpa-
myu OT'M copepkaTcst B MOZIO3MBe U paHHeM Mosoke (20—
25 1/11), CHIDXACD [0 YPOBHA 5-15 /11 B cOCTaBe 3pesoro Mo-
noKa [45]. B cocTaB ourocaxapumoB rpygHOTO MOTIOKA BXOJAT
IATh MOHOCAXapyjoB: IJIIOKO33, IajakTo3a, N-alleTMIIIo-
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KO3aMMH, QyKo3a M cHanoBasd KNUCIOTa (IIPeMYILIeCTBEHHO
B ¢opme N-anermnrmokosammua) [46]. K ocnoBapiM OTM
OTHOCATCS (PYKOSWIMPOBAHHbBIE MOJIEKY/bI (2’ pyko3mIIak-
to3a (2’FL) u 3- ¢pykosmmnakrosa (3-FL)), makro-N-¢dykoneH-
tano3a (LNFP I, II, III), a TakKe HeKOTOpble HeJTpajbHble
n xucnple OI'M. Ilonasas B >KelMyqO4YHO-KUILEYHBI TPaKT
mnagenna, OI'M coxpaHAIOT yCTOMYMBOCTb K BO3[EJICTBUIO
KUC/IOTBI JKEMy[OYHOTO COKa, (epMEHTOB IOMPKENyHOUHOI
JKeJIe3bl U ETOYHOM KalIMbl SHTEPOLITOB, OCTUTAsI TOTICTOMN
KAIIKY B IPaKTUYeCKM Hem3MeHHOM Bupe [47]. B mpocsere
toncroi kumky OI'M nopsepraroTcs IUfpoIn3y I0x Bo3ael-
CTBUMEM ITIMKO3UAa3 U (epMEHTUPYIOTCS IIPefCTaBUTELAMMN
KUIIEYHOI MUKPOOMOTHI ¢ 06pa3oBaHMeM KOPOTKOLeoYed-
HBIX XVMPHBIXKVCTIOT. B uiccenoBanmsx in vitro ObU10 OKa3aHo,
YTO OIUTOCaXapUJIbI IPYFHOIO MOJIOKA CIOCOOHBI 36U paTeib-
HO CTYIMY/IMPOBAaTh POCT IIPEfCTAaBIUTeENel KUILIEYHOTO MUKPO-
6uonenosa, Bxmouas Bifidumbacterium (Bifidumbacterium
longum supsp. infantis) v Bacteroides (Bacteroides fragilis
u Bacteroides vulgatus), ipu 3TOM JaHHbIE Hy TPUEHTBI He YTH-
NUMBUPYIOTCs Takumy Bupamu, Kak Clostridium, Staphylococcus
u Enterobacter [48]. IIpoTeKTMBHOE BAVSIHIE OTTUTOCAXAPUIOB
TPYAHOTO MOJIOKA He OIpaHM4MBaeTCs JIMLIb UX IIpedroTHYe-
ckMM JieiicTBueM. Hekoropble onmirocaxapupbl IpyJHOIO MO-
JIOKa, BCTIEACTBUE OCOOEHHOCTEN CTPYKTYPBI, CIIOCOOHBI BBI-
CTyIaTb B Ka4eCTBE PACTBOPUMBIX PELENITOPOB IIATOICHOB,
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CBA3bIBAA MOC/IEHIE U TIPENATCTBYA AalbHeIIeMy Ipolec-
Cy apresum u KonoHmsanym [49]. Bonmbimoe BHUMMaHMe Jc-
crefioBaTesiell B HacTosllee BpeMsA yAenAeTcd UMMYHOMOLY-
NMpPYIOIIEeMY [IeJICTBUIO OUTOCAXapUAOB IPYAHOTO MOJIOKA.
JlaHHBIe HYTPMEHTHI MOTYT B3aMIMOZEIICTBOBATh C KIETKaMM
MYKO30-aCCOLMYPOBAHHOM TMMQpOMITHON TKaHM KaK OIOCpe-
IOBAaHHO, MORYIMPYS COCTaB KMIIEYHO! MMKpPOOMOTBI, TaK
¥ HanpAMYH0. B nccnenoBanmsax in vitro 66110 OKa3aHo, YTO
2'-(byKosWwIIaKTo3a CHOCOOHA MORYIMPOBATh BOCIIA/IUTENb-
HYIO peaKINio, CBA3bIBASCD C pellelITOpaMy Ha MOBEPXHOCTI
IeHIPUTHBIX KIeTOK ¥ MOHOLIUTOB [50].

Kospe momoko comepxut 2-pykosuiakrosy, 3- u 6-ra-
JTAKTO3U/IAKTO3Y, 3- U 6-CHaIWINIAKTO3y U TaKTO-N-HeoTeT-
paosy [51, 52]. VccnenoBanus in vitro mokasasnu, 4to 3- u/umm
6-CMaJUIaKTO3HbIe O/IMTOCAXaPU/Ibl U3 KO3bEIO MOJIOKA IIpeu-
MYILeCTBEHHO MeTabommaupyrorcs 6upupobakTepusami, Bbl-
IelleHHbIMY 3 KUIIeYHUKa MytafieHleB [53]. KoHnenTpanmsa
OJINTOCaxapyUioB B KO3beM MOJIOKe B 10 pa3 IpeBbllllaeT TaKo-
BYI0 B KOPOBbEM MOJIOKE, XOTS U He JOCTUTAaeT YPOBHS IPY.-
HOTO MO7IOKa (Ta6m.1).

Kak 1 kopoBbe, KO3be MOJIOKO SIB/ISIETCSI OOraThIM MCTOY-
HUKOM Kanbiys u ¢ocdopa, HO B KOMMYECTBAX, IIPEBBIIIa-
IOIIMX NOTPeOHOCTb HOBOPOXKAEHHBIX. B TO »<e BpeMs KOH-
neHTpanua sutamuaos C, B12, B9 u Buramuza D B ko3beM
MOJIOKe HeJJOCTATOYHA, YTO OIpefierisieT He0OXOAMMOCTb 060-
raljeHys cMecell Ha OCHOBe KO3bero MOJIOKa IS IPO(uIaK-
TUKI Je(UIUTHBIX COCTOSAHWIT y pebeHKa [54]. Pajy axcnepu-
MEHTaJIbHBIX paboT mo usydeHmto 6uopocrynHoctn Fe, Ca,
Cu, P, Zn, Se moxkasbIBaeT nydIIyio abcopbumio n yAEpKu-
BaHMe HYTPUEHTOB IIPU YIOTpeOIeHnN IPOJYKTOB Ha OCHO-
Beé KO3bero MOJIOKA II0 CPABHEHUIO C NMIPOAYKTaMM Ha OCHOBe
KOPOBbero. IT0 OOBACHAETCA BBICOKON aKTMBHOCTBIO Kase-
MH-Ka/bIuit-pochaTHOro KOMIUIEKCa, T1akTodeppyuHa U Apy-
TUX CTPYKTYPHBIX 37IEMEHTOB KO3bero MOJIOKa [55, 56].

TaxuM 06pa3oM, HECMOTPsI Ha SIBHOE JOMMHMPOBaHE IIPO-
OYKTOB Ha OCHOBE KOPOBBETO MOJIOKA, KO3be€ MOJIOKO SIBJIA-
eTCs TIPEeKPACHOM OCHOBOJ UIA HPUTOTOB/ICHNUSA MOJIOYHBIX
cMeceli, YTo IOATBepXKjaeTcs no3utmert EBponeiickoro areHT-
ctBa 10 6esomacHocTy HponykToB (The European Food Safety
Authority / EFSA). JIuiepoM Ha pbIHKe CMeceil Ha OCHOBE KO3be-
ro Mojioka sijsieTcst cMech Kabrita®. Coepuiennas u 6epex-
HasA TeXHOJIOTV IMPOU3BOJICTBA MO3BO/IMIA COXPAHUTD Y TIPH-
YMHOXXHITD JOCTOMHCTBA KO3bETO MOJIOKA B JETCKOM MOJIOYHOMN
cmecn Kabrita®, cogepyxariieit nckmountenbHO A2 Ka3euH, Ipu-
POIHBIe HYK/IeOTH B! 1 ofmrocaxapupbl. CMech Kabrita® o6ora-
IIleHa KOMIUIEKCOM TaIakTo- ¥ (PPYKTOOMUTOCAXaPUIOB I TIPO-
6uotraeckum mrrammoM Bifidobacterium BB-12, npuparorummmn
IIPOAYKTY YHUKa/IbHbIe CMHOMOTIYECKIE CBOJCTBA U CIIOCO0-
CTBYIOLIMMM TapMOHWYHOMY CTAQHOB/ICHMIO MMKPOOMOLIEHO3a
KUIIeYHMKa MIafeHIa. OTINunTe/IbHOM 0COOEHHOCTBIO MPO-
OyKTa fABJAETCS €0 YHUKAJbHBIN XXMPOBOI KOMIIOHEHT, CO-
mepxammii Komiieke DigestX, 6orarblit [-TaTBMUTIHHOBO
KUC/IOTOM, @ TalKe KOMOMHAIMIO JIMHHOLIETIOYEYHBIX ITOMN-
HEHACBIIeHHBIX XUPHBIX Kucnot. XKuposoit mpoduib cMecn
MaKCHMaJIbHO NIPUO/IVDKEH K TAKOBOMY B IPYAHOM MOJIOKE U IT0-
3BOJIAIET, C OJJHOJ CTOPOHBI, 00ecrenTh KOM(pOPTHOE INIIeBa-
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PeHMe U CHIDKEHME YaCTOThI MMHMMA/IbHbIX NUIL€BAPUTENbHBIX
RUCGYHKIMIL, a C APYTOli — IPAaBWIbHOE OCTHATA/IbHOE Pa3By-
THE LIEHTPAIbHOM HEPBHOM CUCTEMBI M 3PUTEILHOTO aHA/INM3a-
Topa pebenka. Cmecu Kabrita® nmpouum ycremHble KIMHIYe-
CKIIe VICCTIEIOBAHIA U JOKA3a/Iy CBOIO 6€301aCHOCTD, XOPOLIYIO
[IEPEHOCHMOCTbD 1 aIeKBaTHYIO [IUTATeIbHYIO LIEHHOCTb [57, 58].
OtpenbHOE BHMMaHMeE MCCIefoBaTeNell ObUIO YHe/IeHO
BusiHMIO cMeceit Kabrita® Ha cocTosiHMe IyIeBapUTeNbHO-
ro TpakTa MIajieHLeB. IIpoBeieHHbIC 3apyOexXHbIe NCCIeHo-
BaHMA JOKa3a/IM MOJI0KNUTE/IbHOE BIIVAHNE IPOAYKTa Ha CIIO-
KOJICTBNME U TIPOJO/DKUTENBHOCTh HOYHOTO CHa MJIAJIEHIIEB,
a TaKkXXe MPOfIEMOHCTPUPOBAIN CXOACTBO NPOduist MUKPO-
OMOTBI KMIIEYHUKA MIajleHIleB, BCKAPM/IMBAEMBIX CMECBIO,
K TaKOBOMY IIpM TPYJHOM BCKapM/IMBaHuu [59, 60].
Poccmiickoe mccnenoBaHme, BBITOTHEHHOE IIOJ, PYKOBOJ-
crtBoM npogeccopa V.H. 3axapoBoii, aHaTOrMYHO 3apyOe>KHbIM
paboTaM IIOATBEPANIO, YTO BBefleHMe B parjoH cmecy Kabrita®
CIIOCOOCTBYET OITUMU3ALY UIIEBAPUTEIBHBIX IIPOLIECCOB Y
mafieHna. [IpymMeHeHne IpofyKTa O3BOIWIO KyIIMPOBATh 3a-
HIOPBI ¥ YJTy49IINTh MOTOPUKY KUILIEYHMKA, 9TO, B CBOIO OY€PENb,
MUHIMI3MPYeT PUCKM BO3HUKHOBEHNS KOTIMK U GECIIOKOIICTRa,
TIOBBIILAsE KaYeCTBO KM3HN peOeHKa 1 Beeit cembu [61]. a
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3.A. lllaHrapeeBa' %, KaHA. mef. HayK, A.B. CaHHuKoBa" 2, KaHA. meq. HayK, [1.P. llarneBa?,
A.®. MaHaHoBa" 2, A.K. Anubaes?, 10.B. Knumog?, [.I. JlonaTun?

PEAKOE KNTMHNYECKOE HABJIIOAEHUE: 503UHODW/IbHAA
rPAHYJIEMA KOCTEWN YEPENA Y PEBEHKA PAHHEIO BO3PACTA

KntoueBble cnoBa: 3031HotbMNbHas rpaHynema KocTei Yepena, pebeHok paHHero Bo3pacra, KOMMbloTepHasi TOMOrpagus
Keywords: eosinophilic granuloma of the skull bones, young child, computed tomography

Pe3lome. J03MHOMUIbHAA rpaHynema KOCTel y fieTell SBNSETCH PeAKOMN onyxonenofobHow natonorveit. Lienb nccnefoBaHus — oLeHKa BO3-
MOXHOCTE paHHel ANarHoCTMKM 303MHOMUILHO rpaHyneMbl KOCTel y ieTell Ha OCHOBaHWM aHan13a Ny4eBom KapTuHbI 3aD0NneBaHNs 1 Tak-
TUKM AMHaMUYeckoro HabnogeHws. MpeAcTaBneHo KNMHUYeckoe HabntoaeHne ciyyas 303MHOGUNBHON rpaHyNneMbl KOCTel Yepena y pebeHka
paHHero Bo3pacta. [InarHo3 yctaHoBNeH Ha OCHOBAHWUW Pe3yNbTaToB KOMIMbloTepHOW ToMorpadum. MpoaeMoHCTpUMpoBaHa AMarHocTuyeckas
CNOXHOCTb 303UHOMUIBHON FPaHyNeMbI B CBA3U C €€ PELKOCTbIO U CXOACTBOM JIyYEBOW KApTUHBI C APYTMMM OMyXonenofo0HbIMU NopaxeHus-
MU KOCTeW, YTO 3aTpyaHAeT AMddepeHUManbHyo AMarHoCTvKy. PaHHAS AMarHocTvka 303MHOGUILHON rpaHyneMbl NPeACcTaBNAeT CIOXHYIO KNK-
HUYecKyto 3agady. Hactosiee KNMHUYeckoe HabniogeHWe Nog4epkMBaeT He0bXOAMMOCTb AETaNlbHOTO aHaNM3a Ny4eBbIX NPU3HAKOB U NPoBe-
LeHVs TWwaTenbHoW AnddepeHLmanbHON AMarHoCTUKY 1S CBOEBPEMEHHOWN NMOCTAHOBKM AMarHo3a v BbiIbopa onT1ManbHOM TakTUKMW BEEHNS.
Do3nHOoMMbHas rpaHynemMa, kak NpaBuno, MMeeT BNaronpUATHLIN NPOrHO3, BNIOTb O BO3MOXHOCTM CIOHTAHHOM PeMUCCUM.

Summary. Eosinophilic granuloma of bones in children is a rare tumor-like pathology. The aim of the study is to assess the possibilities of early
diagnostics of eosinophilic granuloma of bones in children based on the analysis of the radiographic picture of the disease and the tactics of dy-
namic observation. A clinical observation of a case of eosinophilic granuloma of the skull bones in a young child is presented. The diagnosis was
established based on the results of computed tomography. The diagnostic complexity of eosinophilic granuloma is demonstrated due to its rarity
and the similarity of the radiographic picture with other tumor-like bone lesions, which complicates differential diagnostics. Early diagnostics of
eosinophilic granuloma is a complex clinical task. This clinical observation emphasizes the need for a detailed analysis of radiographic signs and
a thorough differential diagnosis for timely diagnosis and selection of optimal management tactics. Eosinophilic granuloma usually has a favorable
prognosis, including the possibility of spontaneous remission.

[ns umtupoBaHus: Pegkoe KnMHWYeckoe HabnofeHe: 303MHoGMIbHas rpaHynemMa KocTeln yepena y pebeHka paHHero Bo3pacta / 3.A. LaHrapeeBa
[ pp.] /I NpakTuka negmatpa. 2026. Ne 1. C. 27-31.
For citation: Rare clinical case: eosinophilic granuloma of the skull bones in a young child / Z.A. Shangareeva [et al.] // Pediatrician's Practice. 2026;(1):

27-31. (In Russ.)

BBEJAEHUE

Tncrnonutos us kinetok Jlanrepraunca (I'’KJI) - penkoe 3a60-
JleBaHMe C BapuaOebHbIM Te4eHreM, MOp(OIorniecKoi oc-
HOBOJI KOTOPOTO fAB/IAETCA KJIOHaIbHas npomdepanys ma-
TONOrnM4YecKnx Kietok Jlanrepranca [1-3]. B coorBeTcTBUN
¢ aKTyanpHOl Kinaccudukanyeit BO3 onyxorneit KpoBeTBOp-
noit u numbonguoit tkaneit (WHO-HAEMS5) [4] ructronn-
103 U3 K1eTok Jlanrepranca (I'KJI) otnecen k Lrpymme [1, 2,
4]. B mpencraBnenHoil Kmaccudukanuy 303MHOGUIbHAS
rpanynema (9I') — oTHOCUTeNBHO fOOpOKadecTBeHHAs HOP-
Ma THCTMOLUTO3a U3 K/IeToK JlaHTepraHca, XapaKTepusylo-
11ascst 06pasoBaHMeM 049aroB B KOCTHX 3, 5, 6].

B Poccun 3T BepBble Obl1a onucaHa pyccKuM HMaToI0ro-
anaroMoM H.VI. TaparsiHoBbIM B 1913 I Kak IICeBROTYOEPKY-
nesHas rpanynema ¢ kpucraamu lapko - Jlerigena [3, 7).
Opnaxo nepsoe onycanue I'KJI B Bufje KIMHUYECKOTO CIIy-
qasi y pebeHKa 4,5 JIeT ¢ BBICBIIAHMAMI Ha KOXKe U O4araMm
0CTeOoNMU3ICca B KOCTAX depera ObIIo omy6nmmKoBaHo B 1865 .
T. Smith [2]. TIo3xe 6bM OMy6MMKOBaHBI TTOXOXIE HAOMIO-

IeHMsl TIALMEHTOB C MOPaYKeHNeM KOCTelt, KOXKH, TOJIOBHOTO
MoO3ra U HecaxapHbIM fuabetoMm (2, 7]. B pasHble rompl omm-
ChIBa/IMCh JIOKA/II30BaHHbIE U CUCTEMHBIe 3a00/IeBaHus C pas3-
JMYHBIMU OPTAaHHBIMU IOPXEHWMSIMMU, M3BECTHBbIE IOJ Ha-
3BaHusAMU 6one3Hp Xenpa — [lronnepa — KpucueHa, 60me3np
A6Ta - Jlertepepa — Cuse, 60onesHp TapaTbiHOBa (903UHO-
¢dwbHas rpanynema Kocreit) (2, 7]. B 1953 r. ouu 6b1m1 06b-
emvHeHsl L. Lichtenstein u B TedeHue monroro Bpemenu 060-
3HAYQ/IMCh MO OOMIMM Ha3BaHMEM «TVCTUOLUTO3 X», TTe
X ykasbIBaeT Ha HEICHOCTb 3TUOJIOTH ATOJIOTMYECKOTO Po-
recca [2, 3, 7]. B 1985 r. Ha nepBoit BcTpede MexxayHapogHOro
00111eCTBA 10 M3YYEHNIO IYCTUOLNTO3a TEPMIH «TVICTHUOLNTO3
X» 6bL1 3aMeHeH Ha TUCTUOLUTO3 13 KiteTok JlaHrepranca [7].

3aborneBaHne IPOAB/sIET HAMOONBLUIYIO AKTUBHOCTb B
[EeTCKOM I TOAPOCTKOBOM Bo3pacte (1o 20 jet), mpy 3TOM
OTMedYeHO IIpeobajjaHye y INI, My>KCKOTO I1071a (COOTHOIIIe-
Hue 1,5:1) [1, 2, 5, 6]. dnupeMmonorndeckme UCCaeqoBaHms
yKa3bIBalOT Ha OTHOCUTENbHO HU3KYIO 3a00/1€BaeMOCTb, CO-
craBiAIy0 MeHee 1 cryyas Ha 100 000 nacenenus, mpu

'®IBOY BO «balknpcknit rocyfapcTBEHHbIN MeAULMHCKUI YHBepcuTeT» MuH3gpasa Poccum, T Yoa

2[bY3 Pb «lopopackas aeTckas KnuHudeckas 6onbHuua Ne17», . Yoa
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3TOM JaHHas MaTo/NoruA oxpaTbiBaeT 60-80% Bcex cmydyaes
rucTyonuTo3a us knetok Jlanrepranca (I'KJI) [2]. Berpeva-
€MOCTb Y B3pOC/IbIX TTAIIMEHTOB 3HAYNTEIbHO HIDKE [2, 5, 6].
HecmoTpst Ha mpoBOAMMbBIe MCCIETOBAHI, ITUONOTHA 3200-
JleBaHMsA OCTAaeTCA He YCTaHOBJIEHHOII [2, 3, 7].

ITaromopdonornyeckue u3MeHeHMs XapaKTePU3YIOTCSI
00pa3oBaHueM IpaHy/ieM, COCTOALINX 13 TeTepOreHHOI KIle-
TOYHOJI IIOMY/IALNY, BKTIOYAIOLIel TYCTUOLNTBL, 303UHON-
JIbI, HEUTPOGWIbL, NMMQOLUTEI, IUIA3MaTNYeCKIe KIeTKH,
MHOTOsIfIepHbIe TUTAaHTCKIE KiIeTku U ¢pubpobdmactsr [3]. Ko-
cTy Yeperna u OefpeHHbIe KOCTU SIB/ISIIOTCS Hanbojiee 4acThl-
MU JIOKaIM3alMsAMyU MOpakeHus. Pexxe oTMedaeTrcs mopa-
>KeHMe KOCTell Tasa, pebep 1 HO3BOHKOB [2, 3]. B oTmenpHbIX
CIy4asxX BO3MOXKHO BOBJIeYeHJe TaKUX OPIaHOB, KaK TUMYC,
KOXKa, MOY€BOI ITy3bIPb, TAPAIUTOBUIHbIE Ke/Ie3bl, TUIIOTa-
JIaMYyC, JIeTKUe U >KeyL0YHO-KUIIeYHBbIit TPakT [1, 2].

Knvuudeckast kapTuHa 3aboneBanus BapuadenbHa. Bay-
TPUKOCTHOEe 0Opas3oBaHme MO0 MPOTeKaeT H6ECCUMIITOMHO,
60 TpOsAB/sIeTCs 60/IE3HEHHOCTDIO M OTEKOM MATKUX TKa-
Hell HaJl OPaXKeHHOU KOCThIO [2, 3]. [TopaxkeHue KocTeit Mo-
JKET COIIPOBOXKAATHCS [TATOIOTMYECKIMIY TTepenioMami (5, 6],
a TIPU BOBJIEYEHMN KOCTENl YeTIOCTV BO3MOXKHO BbIIIafleHIe
3y60B [5, 6]. JlokammM3ars B COCLIEBIUHOM OTPOCTKE M/IH BU-
COYHOI KOCTV MOXKET IIPUBOJUTH K PasBUTUIO BOCIIA/IUTENb-
HOTO ITpoliecca B cpefiHeM yxe (cpepHero otuta) [2]. [Topaske-
HUe CTEHOK IVIAa3HUIIBI MOXKET IIPOSIBIATHCS 9K30(TaTbMOM
[5, 6]. Ko)xHble IpOsIBIIeHNMsI MOTYT BK/II0YaTh HOMMMOpPGHbIE
BBICHINTaHMsA (MaKy/Ibl, TTAIY/IbI, Y3/Ib) C BO3MOXKHBIM Pa3By-
TIEM 513BEHHBIX JieheKTOB [5, 6, 8]. ObuMe cuMOTOMBI 3260-
JIeBaHVA BK/IIOYAIOT IOBBILICHHYIO YTOM/LIEMOCTb, CHUDKEHIE
anIneTnTa, T0KaJIbHOE IIOBBILIEHNEe TEMIIEPATypPhl B 00/IacTH
nopakeHns u obiee Hemomorauue [5, 6]. [emaromornyeckue
M3MEHEHYVISI MOTYT OBITb He3HAYNTEIbHBIMY ¥ BK/IIOYATh yMe-
penHoe noselteHne COI u ypoBHs 303MHOPNIOB [5, 6].

Iuarnoctuka ST npenmonaraeT peHTTeHONMOTUYECKOE HC-
CllefloBaHue 1 MOATBEP)XaaeTcs buorncueit koctu. Ha penr-
reHOrpaMMaXx BBIABJISETCS M30MMPOBAHHBIN O4Yar AeCTPYK-
LMY TIOP>KEHHOJ KOCTY OBaJIbHON WM/ OKPYIIOi (HOpMBI
10 5 CM B juaMeTpe, C YeTKUMI IPaHULIAMI M HATMYMEM UITN
OTCYTCTBMEM 30HBI CK/Iepo3a BOKPYT [5, 6].

[Tockonbky 3T peko BeTpevaromieecs 3abojeBaHue U MO-
JKET He [aBaTh HUKAKON CUMIITOMATUKI, KPOME JIOKaIbHOM
60/1e3HEHHOCTM ¥ OTEYHOCTb MATKMX TKaHel, CyIecTBYeT
po6yieMa CBOeBpeMEeHHOI [arHOCTUKY, KOTopas TpebyeT
OT [IeAMATPOB OCBEIOM/IEHHOCTH U BIaleHVsI TAKTUKOI Befie-
HIA NALMEHTOB C JaHHOI matosorueii. CBoeBpeMeHHas J-
arHOCTVKA, 6e3yCTIOBHO, UTPAaeT BaXXHYIO pO/b B IPefOTBpa-
IIEHUM PsIfia HeXXeNlaTelbHbIX mocnencTBuit JI' (Bblmage s
3y0OB, PasBUTHs CPERHEr0 OTUTa, 3K30(TambMa M [Pyrux
IPOSIB/IEHNIT) ¥ HO3BOJIsAeT HpoBecTH AuddepeHIanbHyI0
AVAarHOCTMKY C APYTMIMU OIYXO/LAMM KOCTell M MATKOTKaH-
HBIMM 3200/IeBaHVSIMY C TIEPUOCTAIBHON peakiuei (3, 5, 6].

KNWHWYECKOE HABJIIOAEHUVE
ABTOpaMM IIpefiCTaB/IeHO KIMHUYECKOe HaOMIoieHue, ITe Y
pebeHKa paHHero Bo3pacTa Obl/la BbISAB/IEHA 303MHO(MIIb-
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Hasd TpaHyneMa mo pmaHHbIM KT-mccnemoanms. JaHHBIN
KIMHIYEeCKUIT CIy4Yall mpefcTaBseT 0coOblil MHTEpeC, TaK
KaK 903MHOIM/IbHAs TPaHy/IeMa — pefikoe 3abojieBaHIe, YTO
B COYeTaHMM C HecCHeludUIecKoil KIMHNIECKON KapTUHON
IenaeT JUATHOCTUKY HEITPOCTON 3a/jaueit.

IlepunaranbHbplil nepuop. VI3 aHaMHe3a M3BECTHO, YTO
pebeHOK pOIuICs OT IepBOil OepeMeHHOCTH, IIPOTEKaBIIel
Ha QOHe TOKCMKO32 B IEPBOM TPUMECTPE U MEPBBIX POJIOB.
Popurenn smopoBsbie, MaTh B BO3pacTe 23 JIeT, oTel — 27 JIET,
6e3 HaC/Ie[ICTBEHHO OTATOLEHHOCTH.

bepeMenHOCTDh 3aBeplIMIach €CTECTBEHHBIMM POJAMMU
Ha 38-11 Hefiene, B pe3ynbTaTe KOTOPBIX POAM/ICA 3[0POBBII
TOHOIIIEHHBIN ManbuuK BecoM 3870 r u pocToM 57 cM. O1neH-
Ka COCTOsIHM pefeHKa Mo IiKane Anrap cocTaBuia 7/8 6arn-
JIOB, 4YTO TOBOPUT O €ro XOpollleM cocTossHuu. Peanumanm-
OHHbIE MEPOIPUATHS He TTIOTPeOOBaIICh.

PeGeHOK IpUTIOXKEH K TPYAM B POAMIBHOM 3ate. Bckapum-
NMBaHMe eCTeCTBEHHOe C poKaeHus. IIpodumakruyeckne
npuBuBKy — BIDK 1 BakiuHanua NpoTus BUPYCHOrO rela-
TUTa B — c/lelaHbl B OTZ€/IEHN HOBOPOXKTIEHHBIX JIETEIL.

Pe3ynbrarhl 06c1ef0BaHNA B IepBbIe CYTKY KM3HM:

IxoKI:

KCP - 13,1MMm IDK - 8,2 (*) Mmm
KIIP - 20,6 mm MIKII - 3,2 MM
Ao - 12,6 Mm 3CXK -3,2MMm
Ao Boc. - 9,0 MM ®B - 0,69%

JIIT - 13,8 MM (*) DY - 36%

IIIT - (17,0*15,0) YO - 9,4 mn
CHOIDK - 25 MM pr. cT. JIA - 10,0 MM

CokpaturenpHas ¢yHkumsa Muoxkappa JDK yposnerso-
puTenbHasA. 30H I'MIIOKMHEe3a He BbLABIeHO. KnamaHbl cepn-
1ja 6e3 orpaHNYeHNA NMOABIDKHOCTY CTBOpOK. Kinaman aop-
TBI TPEXCTBOPYATBIIA.

Ocobennocru: [JononunTenpHasn xopaa B nonoctu JDK.

Hommnep 9XO KT (c TOK):

Co6poc cneBa Hampaso ¢/3 MIIIT - 2,0 mm

C6poc cneBa Harpaso B /3 MUKII - 3,0 mm ¢ 71 49,4 MM pr. cT.

Hap 6udypxanueit JIA cneBa cucTONO-AMACTONMIECKUIT
noTok - 1,0 MM

Peryprutanys Ha MUTpaJIbHOM KJIanaHe (-)

Perypruranus Ha TpUKyCMAanbHOM KilanaHe (+)

Perypruramma Ha nerounort aprepun (+) ¢ Il - 6,6 MM pT. CT.

Perypruranus Ha k1 Ao (-)

3axmodenne: BpoxjeHHbIT HOpok ceppua — [Hedexr
MEXOKETYJ0YKOBOM  HeperopofKy, —IepuMeMOpaHO3HBIIL.
Oynxunonupyromyit OAII. OTKpbITOe OBaJbHOE OKHO (Ha
(bone GecrioKoiICTBA).

HeonatanbHbI CKPMHMHT:

WccnenoBanne ypoBHA 17-TUAPOKCUIIPOreCTEPOHA B KpO-
BU — 9,75 HMO/IB/ T

VccnenoBanue ypoBH: GeHWIaTannHa B Kposu — 1,02 Mr%

VccnenoBanue ypoBHs TupeorporHoro ropmona (TTT)
B KpoBMU — 6,69 MKEx#/Mn

VccnegoBaHue ypoBHs IaakTo3bl B KpoBu — 1,0 Mr/mn

ViccnenoBaHue ypoBHS MMMYHOPEAKTYBHOTO TPUIICHHA
B KpoBM — 30,5 Hr/M
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Puc. 1. 0630pHas peHTreHorpamma OTK B npsiMoi NpoekLimu

Ayanonormyeckuii CKpMHMHT: 0TOaKyCTUYeCKast dMIC-
CUA 3apeTUCTPUPOBAHA.

Ha 5-e cyTku 13 oT/eneHnst HOBOPOX/IeHHBIX AeTeit (00-
cepBaronHoe) 'bY3 PB I'KIIL] r. Ybs! BbimmcaH foMol 1of,
HaO/IIOfieHe YIaCTKOBOTO IIefyaTpa.

NOCTHATAJbHbIN NEPNOA,
Pe6eHOK HaXOAWICA Ha €CTECTBEHHOM BCKapM/IMBAHUM C
POX[ieHNUs, IPUKOPMBI OBUIN BBEIEHBI B CPOK. Poc 1 passu-
BaJICsl COOTBETCTBEHHO BO3pacTy. B aHamMHese — ocTpble pe-
CIypaTopHble 3ab0/IeBaHys B Bo3pacTe 3 1 4 Mec, IeYyBLIN-
ecst aMOy/IaTOpHO.

C poxpaeHMss MalbuMK HAXOOWUTCA IO HaOMomeHyeM
kapauonora B 'bY3 PKL B cBs3M ¢ BpOXKJ€HHBIM ITOPOKOM
cepana — [edeKT MexOKelTy[o4KOBO MeperopoiKn Mepu-
MeM6panosHbiit (kog 1o MKB-10: Q21.0). Ha MmomeHT 0cMo-
Tpa cepfiedHas HelocTaTo9HOCTh oTcyTcTBYeT (HKO), hyHK-
uyoHabHbll Kmace 1 (PK1). ComyTcTByone AMarHo3bl:
Majiasg aHOMaIMs PasBUTHUA Cepflid: OTKPBITOE OBaJIbHOE
okHO (MKB-10: Q24.8). AHOKCMYeCKOe TTOpaXKeHMe TO/I0B-
HOTO MO3ra, He KaaccuuuypoBaHHOE B IPYIUX PyOpuKax
(MKB-10: G93.1).

B Bo3pacre 6 Mec MambuMK ObII TOCIUTANU3UPOBAH B
HefuaTpudecKoe OTAeIeH)e MHOTOIPO(UIbHON 6O0IbHNIIbL
¢ xanobamu Ha (eOpuUIbHbIE CYLOPOIHM, BIXKHBIN PefKMit
Kallle/lb, Ha3a/IbHYI0 OOCTPYKIIMIO 1 BSIIOCTb.

AnamHe3 3a0oneBaHus: 3a00/eBaHIe HAYATIOCh OCTPO C
HOBBILIEHMSI TEMIIEPATYPhI Tejla, puHopen u Kauis. Ha Bro-
pble CyTKM 3aboreBaHus pasBUINCh (HeOPUIPHO 00YCIOB-
JICHHBIE CY[OPOrY Ha ()OHe IMOBBIMICHNUS TEeMIIEPaTyphbl O
(hebpubHBIX 3HaUYeHMIT — 38,9-39,7 °C . Mama ¢ pebeHKOM
CaMOCTOATENbHO obpaljaeTcs B pueMHblil mokoit 'BY3 Pb
TTKDB Ne 17 1. YpbI 11 rocriuTanusupyeTcs B MeAUaTpPUICCKOE
otmeneHue Ne 1.

Pesynbrarhl 06c1eOBaHNA B CTalMIOHApe:
0O630pHas penrrenorpadpua OTK B mpsamoil mpoekumn
(puc. 1): onpepensercs yMepeHHOe CHIDKEHUE MPO3PavHO-
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CTM JIETOYHBIX HOJIEN U oboraleHne TerOYHOTO PUCYHKA B
MeJaIbHBIX 30HaX ¢ 00enx cTOpoH. TeHb cperocTeHNs pac-
mupeHa 3a cyet Tumyca, KTTU = 0,34. Cunycsl cBoOonHbIe.
Kontypsl suadparmsl yetkue u posuble. I3]] = 0,008 M3B.

O6mmit ananu3 KpoBu: efikoruTos (15,9 x 109/1), Heii-
tpodures (8,3 x 109/71) co cxBurom eitkopopmMysbl BIeBO
(/s meitrpodunos 12%, c/sa neitrpodunos — 44%, mumdo-
IUTOB — 34%, MOHOLUTOB — 10%, TOKCUT€HHAas1 3€pHUCTOCTD
HeNTpo(dUIOB ++), CHIDKEHUE TeMAaTOKPUTa, TUIIOXPOMHAs
aHeMus C aHuM3oLUTO30M Jierkoy cremenu (Hb - 97 r/n),
yckopenHnasg COD (46 mm/4).

Buoxumuyeckuii ananus kposu: CPb (47,7 mr/m).

Anannus Mouu o6umit: 6e3 aToJIornm.

Muxkpockonus Kaaa Ha /T ¥ IpocTeitine: He 00Hapy-
>KEHBI.

Bak ananms kama: Mukpo6sl Tudo- u maparndosHoir
TPYILIbL, AM3€HTEPUN, CATbMOHeT/Ie3a He OOHAPY>KEeHBI.

IKI: Cunycosas taxukapausa ¢ YCC 182 yu/muH. Bep-
TukanbHoe nonoxenne JOC. becnokoitHoe noBefeHKe pe-
OeHKa P NCCIIEROBAHNN.

IxoKI: Kameps! cepaua - He yBenmdeHbL. Mexokery-
IDOYKOBasi meperoponka — mepumembpanosusiit JMIKIT ga-
CTMYHO NPUKPBITHII cTpyKTypamu TK ¢ dopmuposanuem
aHeBpu3MbI pasMepoM 0,6*0,5 cM, ¢ TOTOKOM cOpoca creBa
Hanpaso mupuHoii 0,2*0,3 cm, I'll - 107 MM pT. cT. Mexipen-
CepfHasi IeperopofKa — B CpefHelt TpeTy HOTOoK copoca cre-
Ba Hampaso mupyHoi 0,1 cM. AopTa 1 K1anaHbl 6e3 0cobeH-
Hocteil. Yepes OAII cOpoca Het. [JonmonHuTenpHas xopsa B
CpelHell TpeTu IOJIOCTY JIEBOTO >KelMyhouka. B mepmkapne
BBINIOTA HET.

3aknroyenue: BpoxleHHbI OPOK cepAla — IepuMeM-
6panosusiit [JMIKII. OTKpbITOE OBaIbHOE OKHO.

¥Y3U OBII: fanHbIe CCIef0BAHUA B IIpefieslax HOPMBI.

Heiipoconorpadusa: Busyanusupyorcs xopouo gud-
(epeHIVpPOBaHHbBIE CTPYKTYPBI TOJIOBHOTO MO3Ta. PucyHok
M3BMAMH 1 60po3x yetkuit. OTMeYaeTCs: HOBBIIIEHE 9XO0-
TeHHOCTH NePUBEHTPUKY/IAPHON 00/IacTU C 06€UX CTOPOH.
ITaTonornyeckyx BK/IIOUEHMI He BBLABIEHO. TalaMyc U HOf-
KOPKOBBIE AJjpa UMEIOT CPEHIOI 3XOT€HHOCTb M OffHOPOf-
HYI0 3XOCTPYKTYpy. VIsMeHeHiT B TamaMO-Kay/la/IbHOM BbI-
peske He o6Hapy)eHO. CTBOMOBBIE CTPYKTYPBI M MO3YKEUOK
He 13MeHeHbl. CpeiIHHbIE CTPYKTYPHI He CMellleHbl.

CoracHo pesynbraraM o0cIefoBaHusA pebeHKa, Ha poHe
o6111ero 6€CITOKOITHOTO MOBEIEeHMUsI, COXPAHSIOIIENCS TeM-
HepaTypsl Te/la M BOCHAIUTEIbHbIX M3MEHEHMII B KapTUHE
KpOBH, 0e3 MaTONOrny CPeSHUX M HIDKHUX OTHENOB [bIXa-
Te/IbHBIX IyTell ¥ M3MeHeHVsI Ha 0030PHOI peHTreHorpaM-
me OTK 6b110 punsito peutenne o nposenernu KT-uccre-
TOBaHMVA TOTOBHOTO MO3Ta, KOCTENl 4epela, OKOJIOHOCOBBIX
Hasyx, BUCOYHBIX KocTeil (puc. 2).

KT-uccnenoBanme romoBHOro Mo3ra, KOCTeil depemna,
OKOJIOHOCOBBIX ITa3yX, BICOYHBIX KOCTel
Ha cepunu ToMorpaMm IonydyeHsl u3006pakeHns cyd- u cy-
IpaTeHTOPMAIbHBIX 0OPa30BaHNUIt TOTOBHOTO MO3Ta.

ITpy HaTMBHOM MCC/IEOBAHUY OIIPENeACTCS TUITePAEHCUB-
Has 30Ha (60 ex. X) B 6asalbHOM OTHeIe TOOHOI 00IacTI
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CIIpaBa U BepXHEHapy>KHOTO Kpasd Ipa-
BOI1 OpOuUTHI, pasmepamn: 17x8x 11 mm,
B COYETaHMN C JeCTPYKIMelT BepXHeHa-
PY>KHOTO Kpas IIpaBoil OpOUTHI U 7106-
HOJI KOCTM CIIpaBa.

CpenuHHbIE CTPYKTYPbI TOIOBHOTO
MO3ra He CMelleHBl.

JenypmouxoBas crucTeMa rOI0BHOTO
MO3ra: TONIINHA OOKOBBIX >KeTyIOYKOB
Ha YpOBHe TeJI COCTABJIAET 10 8 MM CJle-
Ba 11 JO 6 MM CIIpaBa.

CybapaxHoujaabHble  IPOCTPaH-
CTBa YMEpPEHHO pacCLIMpeHbl 110 KOH-
BeKCY OOMBIINX MOMyIIapyit £O 1-2 MM.

Typeuxoe cemno OOBIMHBIX pas3Me-
poB 1 GOpMBI, KOCTHAsI CTPYKTYpa €ro
He VI3MeHEeHa.

Crpoenne opbur o6sraHoe. Gopma
I7Ia3HBIX A67I0K He M3MeHEeHa, OTIOJTHM-
TeNbHBIX 00pa3oBaHMil He BBIABJ/ICHO,
3pUTe/IbHble HEPBBI — BUJHBI Ha BCEM
HpOTsDKeHMM, 0e3  MaTOOTMYecKux
yronuenuit. IIpuBopsmye u OTBOAA-
IiMe MbIIbl He fedopmupoBansl. Pe-
TpOOpONTa/IbHASA KIeTYaTKa OOBIYHOI
IUVIOTHOCTH.

BHyTpeHHUe CTyXOBBIE IPOXO/bI He
pacIpeHbl, CMMMeTpPUYHBIE.

BepxHeuenmtocTHble, KIMHOBUHAA
[asyXy, ¢ YeTKMMU POBHBIMU KOHTYPaMIU, PasBUTHI IIpa-
BUJIBHO, THEBMATU3MPOBAHBI.

SueikM COCLIEBUJIHBIX OTPOCTKOB BMCOYHBIX KOCTeN
PasBUTHI IIPAaBUIBHO, MX THEBMATM3alMsl He HApYIIeHa.

Kpannosepre6panbHblil mepexoy 6e3 0coOeHHOCTEIL.

3axmouenne: KT-kapTuna runepueHucHoit 30ub1 (6071b-
Ile JaHHBIX 33 03MHOPUIbHYIO IpaHyIeMy) IpaBoil 100-
HOJT 00/1aCTH € BeCTPYKIMeil T0OOHOI KOCTU U BEPXHEHAPY K-
HOro Kpas mpasoit opbutst. [MIT ITHC.

Takum 06pa3oM, obHapy>keHIe 903MHOGUIBLHOI IpaHy-
JIeMBI OBUIO CTy4aliHON HaxopKkoil crieryanctos npu KT-nc-
CJIelOBaHMY CTPYKTYP OJIOBHOT'O MO3Ta 1 KOCTejl Yepera.

OcMOTpeH HellpOoXMpPypProM — BBICTAB/IEH JUAarHO3: 903U-
HO(umIbHAs rpaHy/IeMa IpaBoit T0OHOI 06/1aCT C JeCTPYK-
Iyeit I06HOM KOCTM M BepXHEHApY)XXHOTO Kpas IIpaBoil
op6uTsl. PekoMeH/j0BaHA KOHCY/IbTal[Msl OHKoOMora Pecry-
OMMKAHCKOI JeTCKOM KIMHINYECKOI OOTbHULIBL.

OCMOTpeH OTOPMHOIAPMHIOTIOTOM — BbICTAB/IEH [MarHo3:
OCTPBIIl PUHUT. [JaHHBIX 3a OCTPBIIT CpeHMIT OTUT HeT. Pexo-
MEHJIOBaHbI ICKOHTeCTaHTBI KOPOTKUM KYPCOM, TYyaIeT HOCO-
BBIX XOJIOB.

Ilo pesynpraram o6cnemoBaHmMsA ObUI BBICTaBlIeH 3a-
KITIOYNTETbHBI KIMHNTYECKNI JUAarHo3:

OcHoBHoe 3a6oneBanne: OCTpblit OPOHXUT CpefHel CTe-
nenu tsokectn (ko mo MKB-10: J20.9).

ConyTcTBylone 3a007eBaHUA: BPOXKACHHBII MOPOK
cepaua — nedeKT MeXOKeIyJ04YKOBOI IeperopofKy Iepu-

cTpenkamu)
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Puc. 2. MynsTucnvpanbHblie KOMMbOTEPHbIE TOMOrPaMMbl FONIOBHOTO MO3ra U KOCTel Yepena
B MO3rOBOM M KOCTHOM peXmMax: iaHHble 3@ 303MHOMUNbHYIO rpaHynemMy npaeoii NobHoM
0bnacTu ¢ iecTpykumert NoBHOM KOCTU U BepXHEHAPYXHOro Kpas NpaBoi opOuThI (ykasaHsl

memb6panosubiii. HKO ®K1 (kox mo MKB-10: Q21.0). Ma-
nast aHOMaJIVisl PasBUTYS CePALia — OTKPBITOE OBaJIbHOE OKHO
(xom mo MKB-10: Q24.8).

CoIly TCTBYIOLINIT AMArHO3: BeUINTHAS aHEMI JIETKO
crentenn (xon mo MKB-10: D50.9). So3uHo¢uibHas rpany-
JleMa IIpaBoli JI06HOI 00/IacTH C BeCTpyKLueil T0OHOI Ko-
CTV ¥ BepXHEeHapy»HOro Kpas npasoit opourer. [MIT ITHC.

CocTrostHue pebeHKa YAy4YIINIOCh O/arofapsi MpoBeeH-
HOMY Jle4eHMI0 (IIPOTMBOBUPYCHAS M CUMIITOMATUYECKast
Tepamnus), YTO MO3BOIM/IO BBIIMCATb €r0 JJOMOI IOf aMOy-
JTATOpHOE HAOJTIOfIeHNE CIIEMATNCTOB.

C mpepBapuTeNbHBIM 3aK/II0UeHNEM — 303MHOGUIbHAS
rpaHyneMa 1o gaHHbIM KT-ccemoBaHus ronoBHOro mMosra
U KOCTeIl Yepera B MO3TOBOM U KOCTHOM PeXMMax — pebe-
HOK HaIIpaBJieH Ha AVHaMMU4ecKoe Hab/moeH e K JeTCKOMY
OHKoJIOTY. [laspHelilas TaKTVKa BefieHus IalyeHTa Oyner
OIIpeneNnsAThbCA BpadaMu-cClienamucTaMmu. Ilpu moaTBepik-
JeHMM OMarHosa U MOBTOpHbIX uccnemoBanuax KT u Y3U
OXUJjaeTCs YMeHbIlleHe pa3Mepa 00pa3oBaHMsl C HOMTHBIM
perpeccom M3MeHeHUI.

OBCY)XAEHWE
Juarnocruka. [Inarsos O1 ycTaHaBIMBAETCS IPERIIONOXKMI-
TENbHO PEHTTEHONOTMYECKY, OKOHYATENbHO Hpu Omorncumu
xoctu [1, 2].
IuarHocTuka ST OCHOBBIBAaeTCsI Ha MCIOIB30BAHNUM
PEHTTEHONOrNYeCKMX U ynbTpasBykoBeix (Y3V) metomoB
[2, 3]. Penrrenorpa¢us, HecMOTpsl Ha CBOK MH(OpMaTUB-
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HOCTb, XapaKTepusyeTcs BapuabelbHOCTbI0 KapTuHbl JI' 1
BO3MOXXHOCTBI0 MMMTALMM HPYIUX KOCTHBIX IOPa’KeHMIt
[3]. Crnenu¢puyHOCTb pPEHTIeHOIOTMYECKO AMATHOCTUKY
3aBUCUT OT JIOKQ/IM3aLMyl IIaTOJIOTMYECcKOro Ipouecca [2,
3, 5, 6]. B mocnegume ropsl Y3V nomyunino pacrnpocTpaHe-
HJ€ JI/I1 OL€HKM COCTOSHVA KOCTHOV TKaHU Yepelna y JeTen
C JIOKaJIbHBIMU peaKUMAMU MATKUX TKaHell. Y3V mossons-
eT BU3ya/IM3MPOBaTh NECTPYKLMIO U B3LyTHe KOCTH, @ TaK-
JKe UCTOHYEHVe KOPTUKAIbHOTO CJI0S, IPY 9TOM, KaK [IPaBu-
710, He OOHapyXuBas lepOpMAIVI0 OKPYXKAIOIX MATKUX
TKaHel [2, 3]. IIpumenenne Y3W crioco6CcTByeT paHHeil ju-
arHocTrke OI' yepema u obneryaer puddepeHIMANbHYIO
AMArHOCTMKY C NATOJIOTMAMM MATKKX TKaHell [2, 3]. Tpapu-
LVIOHHBIJI peHTTeHOIOTMYeCKUII MOHUTOPVHT AVHAMUKH Jie-
CTPYKTMBHBIX 04aroB, 0COOEHHO NPU AIUTEIbHOM TeYeHUN
3a00JIeBaHNs, CONPSDKEH CO 3HAYMTENbHO Ty4eBoii Harpys-
KOJ1 Ha nanyeHrTa. Vicronbp3oBanue Y3V pjia nMarHOCTUKY U
KOHTPOJISI pa3MepOB JJECTPYKTUBHBIX 04aroB MOXET CyIile-
CTBEHHO CHU3UTb CYMMAapHYIO [J03y MOHUSUPYIOLIETO U3/Y-
YeH, TI0/Iy9aeMyI0 peOeHKOM.

CreiyeT IOMHUTD, YTO OKOHYATE/NbHBIN [JUarHO3 yCTa-
HaB/IMBAIOT IpU MOPOTOTrMYECKOM UCC/IESOBAHNI MaTepy-
aja, TONYYeHHOro IyTeM OMOICKM IOPaKEeHHOTO yd4acTKa
KOCTH WTU ITyHKI[MY ONyXOJIEBBIX 0Opa30BaHMIT KOXKM, MST-
KX TKaHeit [2, 5, 6]. [TatoMmopdonornyeckoe mccnenoBanme
urpaeT KiardeByio ponb B auarHoctuke I'KJI xak y B3poc-
JIBIX, TaK U Y geTeil. MMKpOCKONMYecKoe MCCIef0BaHue BbI-
sABIIsAeT MH(PUIBTPATDI, COCTOsAIME U3 KIeTOK JlaHrepranca
(XxapaKTepu3yIOLMXCsA KPYIHBIMM OBa/IbHBIMU (GOpMaMu U
SApaMy HeNIPaBUIbHOI (GOPMBI), 903MHOPUIOB, TUMPOLH-
TOB ¥ MaKpodaros [2, 5, 6]. IMMyHOTMCTOXMMIYeCKIil aHa-
713 KeMOHCTpupyeT aKkcipeccuio CD1a, naHrepuna u 6enka
S-100, 4TO AB/sIETCSI XapaKTEPHBIM IIPU3HAKOM K/IeTOK JIaH-
repradca (2, 5, 6]. JIoHOMHUTEIBHO, 3/EKTPOHHAS MUKPO-
CKOIMA HO03BOJIAET UAeHTUPUIMpPOBaTh IpaHyibl bupbeka,
IIaTOrHOMOHUYHBIE JIA KIeTok JlaHrepraHca [2, 5, 6].

Iuddepenunanpueni guarsos. Auddepennymanpaas
AMATHOCTVKA 303MHOMWIBHOJ TI'paHyIeMbl IIpefCcTaBiieT
CTIOXKHYIO 3a/ja4y B CBSI3Y C €€ OIYXOJIEIIOf00HOI IPUPOROIL.
Heo6x0a1M0 MCKITIOYUTD MUPOKMUI KPYT KOCTHBIX [IATONO-
T, KOTOpble MOYKHO KIacCUPULMPOBATh CIEAYIOLUM 00-
pasom (3,5, 7]:

1) mepBMYHBIE ONMYXOAM KOCTeil (HaIpuMep, OCTeOreHHast
capkoma, capkoma IOunra, Heiipodubdpoma);

2) MeTacTaTM4yecKoe MOpaXKeHue KOCTell;

3) MHQEKUMOHHBIE IPOLeCcCH (HapyuMep, OCTEOMMUETNT);

4) rematonorudeckue 3aboneBanus (Hampumep, mumdoma,

JIEVIKO3bl);

5) penkue KOCTHbIE JuUCTpoduu U KUCThI (Harmpyumep, CUH-
npom Ilanmitona — JlepeBpa, KOCTHBIE KMUCTHI).

JIEMEHUME N NPOrHO3
Do3uHOGWIbHAS I'paHyleMa OOBIYHO MMeeT OIaronpusAr-
HbIi1 IPOTHO3, BIIOTD JIO CHIOHTAHHOTO paspelienus [5, 6],
OfIHaKO IIporpeccusi B AucceMuHuposaHuble ¢popmbl 'KJI
TpebyeT OoJlee arpecCMBHOTrO MOAXOfA B TakTuKe. JleyeHne

HETCKAA OHKONIOIMA 31

BK/IIOYAeT XMPYPrUdecKoe BMEIIATeNbCTBO, LUTOCTATHIe-
CKYIO NIn queBon Teparn/no B 3aBUCUMOCTHU OT CTagum n
JIoOKanmM3aruy nopaxenus [5, 6]. B xayecTBe mepcreKkTuB-
HBbIX HaHpaB]’[eHI/Iﬁ paCCManI/IBaIOTCH AHTUIUTOKNMHOBBIE
HpenapaTbl, aHTI/I-CDla-aHTI/ITeHa n TpaHC-peTI/IHOGBaH
kucinora [2, 5, 6]. [niutenpHoe mucriaHcepHOe Habiofe-
HUe y OHKOJIOTa C €XeMeCAYHbIMNU OCMOTpaMI/I n pery}IHp—
HbIM (Ka)KI.[bIe 6 MeCHHeB) peHTI‘eHOJ’[OI‘I/I‘IeCKI/IM KOHTPOT[CM
B Te4eHe He MeHee 3 JieT He0OXOAMMO Il CBOEBPEeMEHHO-
IO BBISIBIEHVS PEUVAMBOB ¥ MOHUTOPUHTA 3P dEKTUBHOCTHI
nevyenus [1, 2].

3AKJTIOYEHUE
OmnucaHHOe KIMHIYeCKoe Hab/MofieHNe peiCTaB/AeT 3Ha-
YNUTE/IbHbI HAayYHBI MHTEPEeC B CBA3M C JUATHOCTUYCCKON
CJIO>KHOCTBIO 303MHOPUIIBHOIL IPaHy/IeMbl, 00YCIOBIEHHO
OTCYTCTBJEM NAaTOTHOMOHMYHBIX KIMHNYECKIX IPU3HAKOB,
BBICOKOI1 IHAMBYU/Ya/IbHOI BapUabeTbHOCTBIO IIPOSIBICHNUI
U OTHOCUTEJIbHO HU3KOM 4acToToi BcTpedaemoctu. Knu-
HMYeCKNe ¥ JTydeBble XapakTepucTuky Ol TpebyloT fanb-
HeJIIIero JieTaJbHOTO aHaaM3a BBUAY CXOXKECTU C [PYyTU-
MM KOCTHBIMM IopaxkeHVAMU. CyliecTByeT HeoOXOUMOCTb
BOBJIEYEHNS B IMATHOCTMYECKMII TOUCK MYIbTUAVICLIUIUIN-
HapHOJI KOMaH[bI CIIELIaIMCTOB [ OITMMU3ALUN CPOKOB
IOMATHOCTVKM VI JIeYeHN . YUUTBIBAs reTePOreHHOCTDb KIN-
HIYECKOJ KapTHHBI U 0COOEHHOCTY KaXK[JOTO KOHKPETHO-
ro caydas, He0OXOAMMO paspabaTbiBaTb MHAVBUJYa/IbHbIE
IUIAHBI BeJIeHNs MAllMeHTOB, HallpaBjIeHHbIC Ha OITMMMU3a-
IVMI0 Ka4eCTBa KI3HIL a
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10.A. AmuTtpueBa® ?, kaHa. mep. Hayk, A.[l. loctioxuHa', C.E. Tecnenko?, C.U. MamueHnko', E.1. EnudaHosa’,
W.H. 3axapoBa?, a-p mep. Hayk, npoceccop, .M. OcmaHoB', A-p mep. HayK, npodeccop

NMPUMEHUM 1N NPOTOKON AUATHOCTUKU LEENUAKUN
BE3 BUONCUU B POCCUACKOW NEAVUATPUYECKOW NPAKTUKE?

KnioueBble cnoBa: Lennakus, IeTH, aHTUTeNa K TKaHeBO TpaHCrNyTaMuHase IgA, aTpoduryeckas 3HTeponaTus, knaccubukaums
Marsh - Oberhuber, anarHoctyeckas LEHHOCTb aHTUTEN, KOPPENALMS KOHLLEHTPALMM aHTUTEN K TKAHEBOW TPaHCrNyTaMUHa3e

¥ CTagum aTpoduu, NoTeHLUManbHas Lenmakus, Hecneunduyeckmin gyoaeHuT, npotokon ESPGHAN

Keywords: celiac disease, children, antibodies to tissue transglutaminase IgA, atrophic enteropathy, Marsh - Oberhuber classification,
diagnostic value of antibodies, correlation of antibody concentration to tissue transglutaminase and stage of atrophy, potential celiac
disease, nonspecific duodenitis, ESPGHAN protocol

Pe3stome. AkTyanbHOCTb. BHepeHMe B KNMHUYECKYIO NpakTVKy pekomeHaaumin ESPGHAN, ponyckaiowmx aAmarHocTuky Lennakmm 6e3 sHEocko-
MUYECKOro UCCNes0BaHMs NPU AeCATUKPATHOM NOBbILIEHUM aHTUTEN K TKAHeBOW TpaHcrnyTaMmuHase (tTG IgA) M nonoXuUTeNbHOM TUTPE aHTUTEN
K 3Hgomu3mio (EMA), DasmpyeTcs Ha AaHHbIX 3apyOeXHbIX UCCIEA0BAHMI, BbISBUBLLMX NONOXUTENbHYIO KOPPENSALMIO MEXAY KOHLEHTpaLMen
aHTUTEN U CTENEeHbIO aTPOhUU CIM3UCTON 060N0YKM KMILKK. OTCYTCTBUE KPYMHBIX POCCUNCKUX UCCTIELOBAHUN, MOATBEPXAAIOLIMX AaHHYIO B3a-
MMOCBS3b, ONPeaenseT akTyanbHOCTb HacToslen paboTbl. Lienb nccnegoBaHms — U3ydeHue CTPYKTYpbl TUCTONOTMYECKMX U3MEHEHWI CIM3UCTON
000N04YKM IBEHAALATUNEPCTHON KUK Y AETEN C BNIEPBLIE BbIBNEHHOW LieNINaKu1e v aHanus B3avMoCBA3M Mex.y yPOBHEM ayTOAHTUTEN K TKa-
HEBOW TPaHCrNyTaMMHa3€e U CTEMEHbIO aTPOdUYECKoN 3HTeponaTm no knaccudukaumm Marsh — Oberhuber. Matepuanbl u MeTogbl. MposefeH
aHanus pesynsTatoB 0bcnefoBaHus 3428 petew, rocnutanmavpoBaHHbix B Kb um. 3.A. bawnsesoi. Bcem naumeHTam BbiNonHeHo onpepaene-
HMe tTG IgA nobLuero IgA, a Takxke 330 aroracTpofyoAeHOCKONUS C OMoncMen [BeHaALaTUNEPCTHOM KULIKW. [1arHo3 Lennakum sepuduumpo-
BaH Ha OCHOBAHWW MOBbILIEHUS CNIELIMAUYECKMNX aHTUTEN U TUCTONOrMYecKmX n3meHeHui (Marsh 2-3). Pesynbtathl. Lienvakums auarHoctvpoBaHa
y 317 peTel. YcTaHOBNEHA CTAaTUCTUYECKM 3HAUMMas BbICOKas NONOXMUTENbHas Koppensums mexay yposHem tTG IgA u ctagueir aTpoduyeckoin
3HTeponatu (R =0,578; p < 0,001). KoHueHTpauwms tTG IgA bonee 100 Ef/mn no3Bonmna BbIIBUTE TPETbIO CTaAMIO aTPOMUYECKON SHTEpONaTUm
C MEX3MUTEeNManbHbIM IMMAPOLMTO30M C YyBCTBUTENBHOCTBIO 58,17%, cneunduyHoctbio 99,93%, NONOXUTENBHOW NPOrHOCTUYECKOM LiEHHO-
CTbto 98,89%, OTpMLATENBHOMN NPOrHOCTUYECKOW LIEHHOCTbIO 95,85%.

Summary. Relevance. The introduction of ESPGHAN recommendations into clinical practice, which allow the diagnosis of celiac disease without
endoscopicexamination with atenfoldincrease in antibodies to tissue transglutaminase (tTG IgA) and a positive titer of antibodies to endomysium
(EMA), is based on data from foreign studies that have revealed a positive correlation between the concentration of antibodies and the degree of
atrophy of the intestinal mucosa. The lack of major Russian studies confirming this relationship determines the relevance of this work. The purpose
of the study. To study the structure of histological changes in the duodenal mucosa in children with newly diagnosed celiac disease and to analyze
the relationship between the level of autoantibodies to tissue transglutaminase and the degree of atrophic enteropathy according to the Marsh -
Oberhuber classification. Materials and methods. The results of the examination of 3,428 children hospitalized in the Z.A. Bashlyaeva Children’s
Hospital were analyzed. All patients underwent determination of tTG IgA and total IgA, as well as esophagogastroduodenoscopy with duode-
nal biopsy. The diagnosis of celiac disease was verified based on an increase in specific antibodies and histological changes (Marsh 2-3). Results.
Celiac disease was diagnosed in 317 children. A statistically significant high positive correlation was found between the level of tTG IgA and the
stage of atrophic enteropathy (R = 0,578; p < 0,001). The tTG IgA concentration of more than 100 U/ml revealed stage 3 atrophic enteropathy
with interepithelial lymphocytosis with sensitivity of 58,17%, specificity of 99,93%, positive prognostic value of 98,89%, negative prognostic
value of 95,85%.

[Ansa uyutupoBanus: MNprYMeHUM M NPOTOKON AMArHOCTUKM Lienuakmm 6e3 broncum B poccuiickoi neguatpuyeckoit npaktuke? / F0.A. mutpuesa [v gp.] //
MNpakTuka negmatpa. 2026. Ne 1. C. 32-36.

For citation: Is a biopsy-free celiac disease diagnostic protocol applicable in Russian pediatric practice? / Yu. A. Dmitrieva [et al.] // Pediatrician’s Practice.
2026;(1): 32-36. (In Russ.)

BOCHOBC IIaTOr€HE3a LCIMAKUN JICKUT TaTOIOTYECKUI BUTHE 3360H€BaHI/Iﬂ, SABJIAETCA PETY/IAPHOE y1'[0Tpe6J'[eHI/Ie T/II0-

MIPOLIECC, OIIOCPENOBAHHDIN KJIETOYHBIMU Y T[yMOPA/IbHBI-  TEHCOAEP>KAIlMX IIPOAYKTOB M Ha/ly4yue IeHeTN4ecKoil Ipen-
MM KOMIIOHEHTaMM BPOXX/IEHHOTO U afJaliTUBHOTO MMMYHHOTO  PACIONIO’KEHHOCTH, KOTOpas OIpENENAETCA MPUCYTCTBUEM
orBera. Obs3arenbHbIMU (aKTOpaMit, ONPERE/SIONMMI pa3-  y MALMEHTOB T€HOB ITIABHOIO KOMIUIEKCA TMCTOCOBMECTVIMO-

'TbY3 «[leTckas ropogckas KnumHuyeckas bonbHuua um. 3.A. bawnseson lenaptaMeHTa 3gpaBooxpaHeHus r. MockBbI»
20rbOY N0 «Poccuickas MeamUMHCKas akageMus HenpepbiBHOMO NpodeccMoHansHoro obpasosaHusa» MuHagpasa Poccuu, . MockBa
3@rAQY BO «Poccuinckmii HaLMOHaNbHbIN UCCNefoBaTENbCKUIA MEANLMHCKIIA yHUBepcuTeT uM. H.W. Muporosa» MuH3gpasa Poccum, . MockBa
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ctu HLA DQ2/DQ8. IlenTpanbHeIM co-
OBITVIEM TTATOTEHE3a LIEMMAKIN SIB/ISIETCS
CBsI3bIBaHMe TTenTumoB Imamaa ¢ HLA-
DQ2/DQ8-monekynaM Ha IOBEPXHO-
CTYM aHTUTEHIIPE3EHTUPYIOMUX KIIETOK,
MOCTIEAYIOIIEN TIPE3EHTalMeNl VX ITIO-
teH-cietnbudeckum CD4+ T-mumdo-
mmTaM ¥ (GOpMUPOBaHMEM VIMMYHHOTO
OTBeTa, NEPBUYHO BOBJ/IEKAIOIIErO COO-
CTBEHHYIO IUIACTMHKY CIM3UCTON 000-
nmo4ykn ToHKoM kumkn. ITocnencrBuavm
JAHHOTO VMMYHOIIATONIOTMYECKOrO MPo-
Ljecca ABJAIOTCA (OpMMpPOBaHUE arTpo-
¢udeckoit 9HTepoOmaTVy, IPUBORALLEN
K PasBUTUIO CHMIITOMOKOMIUIEKCA CHH-
opoma Manbabcopbumy, BeIpabOTKa pas-
JIMYHBIX ayTOAHTUTEN, a TaKkKe 0bpaso-
BaHNUe MPOBOCIAINTENBHBIX [UTOKVHOB,
CIIOCOOCTBYIOIVX MOBPEXIEHNIO BOPCUHYATOTO CIIOSI CIIU3M-
CTOVI 00O/IOYKM KVIIKM ¥ IPYTUX OPTaHOB M TKaHeil 3a Ipefie-
namu >xenygodHo-KuteyHoro TpakTa (OKKT) [1]. InarHocTika
Lie/IaK1Y OCHOBAHA Ha MOHMMAaHMY T1aToreHesa 3a00/eBaHus
U BKJIIOYaeT OIIpefielieHNe B ChIBOPOTKE KPOBU cIelyduye-
CKUX ayTOaHTHTeN (K TKaHeBOI TpaHcrayTamuHase (tTG IgA)
n sxpomusuio (EMA)) u maromopdornorndeckoe ncciefoBaHe
610N TAaTOB CIM3NUCTON 000NIOUKY ABEHALIATUIIEPCTHON KUIIKY
(OIIK) [2, 3]. JomomHNTeNbHYIO POTb B CIOKHBIX IaTHOCTIYe-
CKUX CITy4asiX MOKET MMeTb TeHeTHYeCKOe MCCTIeNOBaHIe.
CoracHo #elicTByOIMM pekoMeHfanyAMy Espomnericko-
ro o01IecTBa IEeTCKUX rACTPOIHTEPOIOTOB, TEIIaTONIOrOB U HY-
tpurmonoros (ESPGHAN), B kadecTBe IepBUYHOTO MCCTIe-
IOBaHMs PEKOMEHJYeTCs OIpefie/ieHNe aHTUTeNl K TKaHeBO
TpaHCITyTaMyHa3e IgA B cOUeTaHUM C OLIEHKOJ KOHIEHTpa-
v obwero IgA ceBoporky [2, 3]. CormacHo pesy/braram
KpynHoro Poccumitckoro uccnegosanns, tTG IgA y ummyHo-
KOMIIETEHTHBIX IallMeHTOB IPOJEMOHCTPUPOBATIN MAaKCH-
MaJIbHO BBICOKYIO YYBCTBUTENIBHOCTD, CIELU(PUIHOCTB, II0/I0-
JKUTENBHYIO ¥ OTPULIATENIbHYIO IPOTHOCTNYECKYIO L{eHHOCTb,
coctaByBIme 98,02%, 99,48%, 94,29% u 99,82% cooTBeT-
CTBEHHO, YTO II03BOJISIET PAacCMATpPUBAaTh HAHHBIE aHTUTENA
KaK YHUBEPCAJIbHBII MHCTPYMEHT CEPOJIOIMYECKOTO CKpH-
HMHTa Ha nemmakuio [4]. K Mopdonornyecknm nsMeHeHUsAM
CIM3UCTON 00OO/IOUKY TOHKOJ KUIIKM, CBOVICTBEHHDBIM Lie/IN-
aKUM, OTHOCATCS yBe/M4YeHMe KONMYECTBA MEXIINUTENAb-
HbIX uMboruToB (MIJI), aTpodust BOpCKUH M TUIIEpPIUIasys
kpunr [2]. B 1992 r. 6puranckmit Bpay Michael Marsh mpen-
JIOKWI TTaTOMOPQOIOrMYeCKy0 KIacCH(UKALMIO SHTEPO-
HaTUM U BBIEIWI TPY TUIIA IOBPEXJEHMIl CM3UCTOI: VH-
GUIbTPAaTUBHBLA, TMIEPIUIACTUYECKMIT U JIeCTPYKTUBHBII
(arpo¢pmuecknit) [5]. TTosauee, B 1999 r., aBcTpmiicKuii ma-
tormor Oberhuber mopndunyposan kmaccuduxanuo Marsh,
pasmenuB [eCTPYKTUBHBI TUII Ha Tpu cremeHn (A, B, C),
a TaKoKe TNPENIOXUI ONpeeNATh KommdectBo MIJI B me-
pecueTte Ha 100 sanmTeMMaIbHBIX KIETOK [6]. B HacTos1ee Bpe-
Ms rucronorndeckas kmaccubukamys Marsh — Oberhuber
VICIIO/Ib3YeTCsI IIOBCEMECTHO. BbLABIIeH e TPV MMKPOCKOTIYe-
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+ HACTHYHOE YKOPOYEHME

Puc. 1. CTaguu 3HTeponatum cornacHo knaccudmkaumm Marsh — Oberhuber [2, 3]
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| noBbLILEHKME MaN

Marsh 3B

cKoM rccnenoBanuu Marsh 2, Marsh 3A - C aBigercs mocra-
TOYHBIM OCHOBaHMeM M1 MOATBEepP)KAeHMA [UarHosa Ienma-
KM Y CEPOIO3UTUBHBIX MallMeHTOB, JaXKe NpU OTCYTCTBUM
Y HUX K/IMHIYeCKUX TIPOsiB/ieHniT 3aboneBanus (puc. 1) 2, 3].
B 2012 r. sxcnieptet ESPGHAN npepnoxunm anaroputm
OVMATHOCTVUKY LieVakuy 6e3 BBIMOMTHEHVs OMOICUM CITU3K-
croit o6onouxnu JIIK. JTaHHBI aIrOpUTM MOXKeT OBITh K-
MeHeH y IalJieHTOB C Ha/JM4MeM CUMIITOMOB 3a00/IeBaHVs
B C/Iy4yae BBUABIECHUA y HUX IPU NEPBUYHOM 00CTIeNOBaHUN
MOBBIIIEHN I KOHIIEHTpaLuM aHTUTe/T K TKaHeBOI TPaHCITY-
TamMyHase IgA, B 10 pas mpeBblllIalollell BEPXHIOI TPaHMUILY
HOpMBL. TakMM MalyieHTaM PeKOMEHIOBaHO MOIIOIHUTEb-
HOe oIIpefie/ieHNe KOHLIEHTpaluy aHTuTen IgA k sHgoMu3uIo.
B cnyuae MONOXKUTENTLHOTO pe3y/bTaTa BbINOTHEHNE SHJO-
CKOIIMYECKOTO MCCIENOBaHMs € 3a00pOM OMOITATOB CM3M-
CTOI1 IBEHALIATUIIEPCTHON KMIIKY JI1 IOCTAaHOBKY AMArHO-
3a He TpebyeTcs, XOTs MOXXeT ObITh IIPOBENEHO B OT/ENbHBIX
CUTYyalMsIX IO COITIACOBAaHMIO Bpaya JM 3aKOHHBIX IIpeCTa-
BuTenel nn pebenka crapuie 15 et [3, 7, 8]. Paspaborka
¥ BHefIpeHMe aJIbTePHATMBHOTO IIPOTOKO/IA OBUIV OCHOBaHBI
Ha pe3y/IbTaTax 3apyOeXHbIX VCCIEHOBAHMIL, IIPOXEMOHCTPH-
POBaBILUX HAIM4Ne KOPPe/LILMM MeX Ty KOHIIeHTpallyelt aH-
TUTENT K TKaHEeBOJ TPAHCITyTaMMHa3e U CTelleHbI0 aTpoduu
B CIM3UCTOI 060/I0UKe TOHKOJ KULIKK IIPY IIEPBUIHOM 00-
clefoBaHmy Ha nemmakuio [9-11]. KpynHbIx poccuiickmx uc-
CTIeflOBAHUIL, HAIIPAB/IEHHBIX HA OLIEHKY KOPP /ALY CTeTIEHN
SHTEPONATUM ¥ KOHIEHTPAILMM ayTOAHTUTEN, He IIPOBOIM-
JIOCB, YTO ¥ OTIPENEINIO AKTYaTbHOCTD Hallelt paboThl.
Iennro HamIETO VMCCTIENOBAHNS ABUIOCH U3YYeHE CTPYKTY-
bl TUCTONOTMYECKIX M3MEHEHMI B CT3MCTON ABEHAALaTUIIEP-
CTHOJI KUILIKN y I€TEN C BIIEPBbIE BbIAB/ICHHON LIe/TMAKEN U YIC-
CTIefoBaHIe B3aMIMOCBSI3Y MKy KOHIIEHTpaIyiell ay TOaHTUTe]T
K TKaHeBOJI TpaHCI/TyTaMyHase IgA 11 cTelleHbIo aTpoduueckoit
SHTEPOIIATIM COIIacHO Knaccudukamym Marsh — Oberhuber.
Marepuansl u Meropbl. Hamu Obutu IpoaHam3upoBa-
HBI pe3y/IbTaThl obcnenoBanys 3428 pmerell, HAXONUBIINXCSA
Ha CTAIIOHAPHOM JIeYeHU) B OTJE/IeHMAX TacTPOIHTEPOIIO-
ruu (3aBenymollas oTHeNeHneM KaHp. Mef. Hayk E.B. Ckopo-
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Ta6nuua 1. CTpykTypa NaToMopd0onorniecknx M3MeHeHUNn, BbISBIEHHbLIX Yy 06CNeA0BaHHbIX NALWUEHTOB

Marsh 1, Marsh 2, Marsh3A, | Marsh3B, | Marsh 3C, L":“";e“’;q’:::; Hopma,
A n (%) n (%) n (%) n (%) "ch“ , YA
- 20 64 135 91 5 2
Lenuakus (n =317) | 0 (6.31%) (20,19%) (42.59%) (28.7%) (1,58%) (0,63%)
[pyrue 3a6onesa- | 8 6 7 1 2 1368 1718
it (n = 3111) (0.26%) (0,19%) (0.23%) (0,03%) (0,06%) (44.01%) (55,22%)
P value - <0,001 <0,001 <0,001 <0,001 <0,001 <0,001

6oraToBa) 1 negyaTpuy (3aBeAyolas OTAeNIeHEM KaH . Mef,.
Hayk A.C. Bopo6wea) I'BY3 «[ITKB nm. 3.A. bauutaesoit 113
I. MockBbl» (I1aBHBI Bpad j-p Mefl. Hayk V.M. OcmaHOB).
JleTn mocTyman B CTaIMOHAp KaK SKCTPEHHO, TaK Y IVIAHOBO
[0 HAIPaBJIEHMIO CIIELMA/IICTOB II0 MECTY XXMUTE/IbCTBA: Iie-
AMATPOB, TaCTPOIHTEPOJIOTOB, ANIEPTOJIOrOB, [IEPMAaTOIOTOB
U PEBMATOJIOTOB C LIebI0 YIIYO/IEHHOrO OOC/TIeNOBaHMsl 1O
npoduio oraeneHus. BceM feTAM, BKIIOYEHHBIM B MCCIie-
IoBaHMe, ObIIa IPOBeJieHa OlleHKa KOHIIEHTPAIMU aHTUTENT K
TKaHeBOV TpaHcrnyTamuHase IgA/IgG B codeTaHmu ¢ orieHKO
ypOBH: 061mero IgA cbIBOpOTKY, a TakXKe BBIIIONHEeHa 930¢a-
FOTacTPOLYOREHOCKOIS C 3a00POM YeThIpeX OMOITATOB C/IN-
3UCTO TYKOBUIIBI ¥ 3a/TyKOBUYHBIX OT/IE/IOB ABEHA LIaTUIIEP-
ctHOM KKy, OLeHKa KOHLIEHTPaLUy aHTUTeNl K TKaHeBOIl
TpaHcrayTammHase IgA/IgG mpoBommiack METOIOM VMMY-
HO(EPMEHTHOTO aHa/M3a, MOIOKUTEIbHBIN pe3ynbTaT (UK-
crpoBajIcs pu KoHueHTpauyy 6onee 10 Ex/m. IIpu onenxe
MOP(]OIOrn4ecKux U3MeHeHNI y AlMEeHTOB C Lje/TnaKueit uc-
nonp3oBanack Knaccndukanys Marsh — Oberhuber. TTomnmo
aTpoUYeCcKOit FHTEPOIIATUN C MEXIIUTENNAIBHBIM TNM$O-
L[MTO30M, BBISIBIIEHHBIE MATOMOPQOIOrMYecKre M3MeHEeHNsI
B cmsucroit [ITTK cooTBeTcTBOBaM KapTuHe Hecneryduye-
CKOTO [iyofieHUTa (IIOTHOKPOBME, OT€YHOCTh, HOMMMOPQHO-
KIeTO4YHast MHOWIbTpauust COOCTBEHHO TUIACTUHKY CIIU3U-
CTOJ 0607I0YKM, OYarOBOE YKOPOUeHIe BOPCUH B OTCYTCTBUU
MEX3INTEMNANbHOro muMponnTosa).

Y 317 mauueHTOB IO pe3yIbTaTaM KOMIUIEKCHOTO 06-
clenoBaHMsl ObUIa AMArHOCTMpOBaHa uemvakusa. Y 310 fe-
Tell AyarHo3 ObUT yCTAHOBJIEH HA OCHOBAHMM OOLIEPUHSITHIX
KPUTePEB, BKTIOYAOIIVX IIOBbIIIEHVE KOHIIEHTPAL[UN CIIeLI/-
¢dudecKrx ayTOaHTHUTENT K TKaHEBOJ TpaHCIIyTaMyHasze IgA
¥ BBISIBTIEHMY aTPODIIECKON SHTEPOIIATUM C MEKITUTENNATb-
HbIM tuMponnTozom B ctagyu Marsh 2-3A. Cpenu 310 maru-
eHTOB y 13 fieTeil B X0fie 06C/IenoBanys ObIIO OIIpee/IeHO CHI-
JKeHMe KOHL[eHTpanun o61ero IgA Hiyke BO3pacTHOI HOPMBI,
OfIHaKO OBUIO 3apMKCHMPOBAHO IIOBBIIIEHNE KOHLEHTPAIMU
tTG IgA. Y 7 meTell, MMeBIIMX MOBbILIEHMe KOHIeHTparym tTG
IgA B CBIBOpPOTKE KpOBHU, IIO pe3y/bTaraM IaTOMOpQonoru-
YeCKOrO MCCIENOBAHMSI XaPAKTEPHBIX /IS LIENIMAKUN M3MEHe-
HUI1 B CIMBUCTON IBEHAALIATUIIEPCTHONM KUILIKY BBISIB/IEHO He
6b110. VIM 6BUT BHICTAB/IEH IMATHOS TTOTEHIMATBHOM LIETMAKUIA
Ha OCHOBaHNH [IIOTEH3ABUCUMBIX CMMIITOMOB, HAJTUYNS CEPO-
HO3UTUBHOCTY, NIPUCYTCTBYA B TEHOTUIIE TUIINYHBIX TeHeTH-
yeckux Mapkepos (HLA DQ2/DQ8) 1 4eTKOro KamHIIeCKoro
addexra oT 6esrmoreHoBON AyeThl. Y 3111 MalyeHTOB II0 pe-
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3y/pTaTaM 00C/IefOBaHus ObUIM AMarHOCTMPOBAHBI MHBIE 3a-
6oreBaHMs (TacTPONYOREHUTBI, NILeBas a/UIePritst, PyHKIMO-
Ha/IbHbIe HaPYLIEHVS >KeTYROYHO-KHIIIEIHOTO TPAKTa).

PE3YJIbTATbI

Crpyxrypa naToMopQOIOrM4ecKuX ¥3MeHEeH!IA, BbIAB/IEHHBIX
y 06C/Ien0BaHHBIX [TALMEHTOB, IPeCTaB/IeHa B Tabmuie 1.

Obparuano Ha cebst BHUMaHMe, 4TO 16 [eTeit ¢ KUCIOTO-
saBucumbiMu 3aboneBanmsamu JKKT, H.pylori accorumposan-
HBIM IaCTPOIYOREHMUTOM, IIUILEBOI ajIeprieit, mocTuHpeK-
IMOHHBIMI (yHKUIMOHanbHbIMY Hapymenysamu JKKT nmenn
CXOXYIO C LieNMakuell MOpQoIornyecKyo KapTUHy Ipy OT-
CYTCTBUM MOBBIIIEHNA CIEIM(PUUECKUX ayTOAHTUTENI, 4TO
CBUJIETENILCTBYET O HENOCTATOYHON CIenM(UYHOCTH IaTo-
MOP(}OIOrMIECKOro UCCIENOBAHNUS U OpenesieT HeobXomy-
MOCTDb KOMIUIEKCHOW JUATHOCTUKY IeTMaKUy Ha OCHOBaHUU
Pe3y/IbTaToB KJIMHIYECKOTO, CEPO/IOINMYEeCKOro, IUCTO/IornYe-
CKOTO I, B OT/IeTIbHBIX CTy4asiX, TeHeTUUeCKOTO MCCIeJOBaHMIA.

Jna aHanmMsa NMPOTHOCTUYECKON LEHHOCTM PE3Y/IbTaTOB
CEpOIOrMYeCcKOro MCCIeNoBaHNsA ObUIY 0TOOpaHbI 297 Iary-
€HTOB, IIPOeMOHCTPMPOBABIIVX ITOBBILICHNE KOHIIEHTpalyy
tTG IgA Ha oHe HOpMa/IBHOI KOHILIEHTpauuu ooiero IgA
CBIBOPOTKI ¥ IMEIOLIVX TUIIMYHbIE /I LeIMaKUK IaTOMOP-
¢donornyeckne nsmenenns B cmaucront JITK. Ha pucynke 2
IIpeficTaB/IeHa CpefHAs KOHIIEHTpaL/sl aHTUTeNT K TKaHeBOl
TpaHCIIyTaMmuHase IgA npy pasnmyHbIX cTagusax arpodude-
CKOJl SHTepOIaTuM.
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Puc. 2. KoHueHTpauus tTG IgA y geTei ¢ pasnuyHbIMU CTagusaMu
atpoduyeckoii 3HTeponatum no Marsh - Oberhuber
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Hamu 6b11m olipefenieHbl CTAaTUCTHMYECKN 3HAYMMble pa3-
mans KoHueHTpauun tTG IgA y pereit ¢ 3B u 3A craguamu
(p < 0,01), 3C u 3A cragmaMM aTpodIUIECKOil SHTEPOIATUN
(p <0,005). JokasaHo, uto aHTeponarus B crapusx 3B u 3C o
Marsh - Oberhuber focroBepHo 4alie HabmORAETCS TPH 11O~
BBIIIEHV aHTUTET K TKaHeBOII TpaHCITyTaMuHase 6oee 100
En/mn (p < 0,005). ITpn ananmse B3anmocsssu yposHs tTG IgA
U CTaguy aTpoduueckol sHTeporaruy o Metony CrupmeHna
ObUTa BbISIB/IEHA CTATMCTUYECKY 3HAYMMAs BBICOKAsI TTOIOXKN-
tenbHast Kopperinus (p < 0,001; R = 0,578). [Tpu ananmmse ou-
aTHOCTUYECKON ¥ TPOTHOCTMYECKON IIeHHOCTM PpasINdHON
CTeIIeHM IIOBBIIIECHNS KOHI[EHTPAIVM AHTUTET K TKaHEBON
TpaHCHITlyTaMuHase IgA ObIIO IPOAEMOHCTPUPOBAHO, YTO
yposenb tTG IgA 6omee 10 Ex/mn mossonser BHIABUTD 3-10
cTajuio aTpoIYecKoil SHTEPOIATUI C MEKIMUTEINATBHBIM
7MGOLNTO30M C YYBCTBUTEIBHOCTBIO 92,48%, crenydud-
HOCTbI0 99,02%, NONOXUTENBHO IPOTHOCTUYECKON 1[€HHO-
ctbi0 90,71%, OTpuLIaTeNbHON MPOTHOCTUYECKON LIEHHOCTDHIO
99,22%. B TO >xe BpeMs [/Is BBIABIEHMS aHA/IOTMYHBIX [1aTO-
MOP]OIOrMYecKrx M3MEHEHWI1 MOBBIIIeHNe KOHIeHTpaluu
tTG IgA 6onee 100 En/mn meeT 4yBCTBUTENBHOCTD 58,17%,
crerUIHOCTD 99,93%, MOIOKUTENIBHYIO IPOTHOCTIYECKYIO
LIeHHOCTb 98,89%, OTpMILIaTe/NbHYI0 NPOTHOCTUYECKYIO LIEH-
HOCTb 95,85%.

OBCY)XAEHUE

VicTopuist yCTaHOB/IEHUS CBA3Y MEXK/Y YPOBHEM ay TOAHTHUTEN K
TKaHEBOJI TPAHCIyTaMIHa3€e Vi CTEIICHDIO MOBPEXIEHNA CII-
3VICTOJ1 0OOTIOYKY TOHKOJ KUIIKY TIPY Lie/IMakum 6epeT Hava-
710 ¢ PpyHAaMeHTambHOro oTKpbiTus Dieterich u coasr. (1997),
kortopsie upeHTnuMpoBam tTG kak OCHOBHOI ayTOaHTH-
reH 3a6omeBanns [12]. Yixe B crenytomiem rogy Sulkanen u co-
aBT. (1998), ncronb3yst paspaboTaHHBI UMMYHO(EpMEeHTHBbII
aHa/IM3, He TOJIbKO NOATBEPAIV BBICOKYIO TMAaTHOCTIYECKYIO
neHHOCTb tTG IgA, HO 1 06paTIIN BHMMaHMe Ha CBA3b MEX/Y
CepONO3UTHBHOCTBIO U Ha/IM4MeM aTpoUIecKNX M3MEHEHNI
cmsucroii [13]. TlepBoe npsiMoe FOKa3aTerbCTBO TOTO, 4TO 60-
Jlee BBICOKAas KOHLIEHTpPALVS aHTUTEN K TKaHeBON TPaHCINIY-
TammHase IgA acconmmpoBaHa ¢ 6ojee TSDKENON CTEIeHbIO
arpoduu cnusucToit, 6u110 npexcrasieHo B 2003 r. [9]. B mpo-
CIIEKTVBHOM JCCTIEOBaHMM ABTOPBI PasfielIM IALVIEHTOB
C BIIepBble YCTAHOB/IEHHBIM /IIaTrHO30M Iie/IVaKuy Ha IPYIIIILL,
B 3aBMCUMOCTY OT CTEIIeHU aTPOpUIecKOll SHTEpPOIaTny Co-
mIacHo knaccudukanuy Marsh — Oberhuber u cpaBammm cpen-
HIie KOHIIeHTpaLyy CIIelipuuecKyx ay ToaHTuTer. C oMOIIbI0
IVCTIEPCUOHHOTO aHa/M3a ObUIO HMPOEMOHCTPUPOBAHO, YTO
HaLVIeHTbI C CYOTOTa/IbHON M TOTa/IbHOI atpoduert (Marsh 3B -
3C) MMenu CTAaTUCTUYECKM 3HA4MMO OoJiee BBICOKME 3Haue-
HuA tTG IgA 1o cpaBHeHMIO € MalMEHTaMM C YACTUYHOI aTpo-
¢ueit (Marsh 2-3A) mmy b MeX3IUTENNANBHBIM TUMQO-
nyro3oM (Marsh 1). BeiaBiieHHas KoppeAnys 3aKOHOMEPHO
HOCTaBWIA BOIPOC: MOXHO JIM B C/Iy4yae 3HAYUTEIBHOIO II0-
BBILIEHVSI KOHLIEHTPALMY ayTOAHTUTEI JUATHOCTUPOBATD Lie-
7makuio 6e3 BBIIONHeHUA Ouorncyuu? Briepsble IONMOKUTEND-
HbIIT OTBET Ha 3TOT Bompoc fam Barker u coasr. 8 2005 1. [10].
B cBoeM yiccrenoBaHuy aBTOPBI, YICIIONb3YS TECT-CUCTEMY UL
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ompenenenus tTg IgA ¢ Bepxueit rpanuuert Hopmbl 20 En/mi,
TIOKa3a/Iy, YTO y CMMIITOMHBIX NAIMEHTOB JIETCKOIO BO3pacTa
HIO/IOXKUTE/IbHAS IIPOTHOCTIYEeCKas IIeHHOCTb BbLAB/IEHN I KOH-
LeHTpalMy aHTUTeN K TKaHeBO TpaHCITyTamMuase IgA Boiire
100 En/mn (6omee yeM B 5 pas OT BepxHeil IPaHNI[bI HOPMBI),
B OTHOILLIEHUM TOTAJIbHOI aTpoduu BOpcuH pocturaer 100%.
OxoH4aTenbHOe OQOpMIeHNE AECATUKPATHOTO IOBBILIEHNS
KaK CaMOCTOATENIbHOTO ¥ JIOCTATOYHOIO AMArHOCTUYECKOTO
KpuTepust npuHagiexut Mubarak u coasr. (2012) [11]. B nc-
CTIeOBaHNY aBTOPBI MICIIONb30BA/M TECT-CUCTEMY OIIpefierie-
uus tTG IgA ¢ Bepxnert rpanunest HopMel 10 En/mn. YposeHb
anTuten Bbie 100 Ex/mi B 3T0l cicTeMe COOTBETCTBOBA yKe
TeCATUKPATHOMY IOBBIIIEHNIO. DbIIO yCTaHOB/IEHO, YTO JIaH-
HBIil TOPOT 00/IafaeT CTONMPOLIEHTHON OTIOXKMUTENBHON IIPO-
THOCTUYECKO IJeHHOCTbIO B OTHOIIIEHN! BBIABJ/IEHUA SHTEPO-
maTuy B crajym He Hypke Marsh 3. Ha ocHOBaHMM Oy 4eHHBIX
maHHbIX Mubarak 11 coaBT. BIlepBble IpAMO cOPMY/IMPOBAIN
PpeKOMeH lalMM O BO3MOXXHOCTY ITIOCTAHOBKY AMarHo3a Liefna-
Kyt 6€3 BBIIIOTTHEH VST OVOIICUM TOHKOJ KMIIKY Y CUMIITOMHBIX
IeTeil ¢ fecATUKPATHBIM 1 6oree nobilreHneM tTG IgA.

B 2012 r. EBpormeiickoe 00IeCTBO [JETCKUX IaCTPOIHTe-
POJIOrOB, TeraTo/NoroB ¥ HYTPULMOIOTOB BIiepBble Oduiim-
QJIbHO BKJIIOUNJIO HOBBIN ITPOTOKOJ AMATHOCTYKY IeMMaKuu
B K/IMHMYecKye pekoMeHpanun [14]. CormacHo sToMy [JOKy-
MEHTY AMarHo3 Lie/IMaKuy MOT OBITh YCTaHOBJIEH 0e3 BBINOTI-
HeHUsl OMOICUM CNTM3UCTO ABEHANIATUIIEPCTHON KUK
y JeTell ¢ CUMITOMaMy 3a00JIeBaHus NIPU OFHOBPEMEHHOM
COOJTIOIeHNY TPeX YCTIOBMIA, BK/TIOYAIOLVX BBIsB/IEHVE ITOBBI-
IIeHNsI KOHI[EHTPaLMU aHTUTEeN K TKaHeBOI TPaHCITyTaMM-
Hase IgA 6ornee 10 HOpM, BbIAB/IEHIE TIOTIOXKNUTEIBHOTO TUTPA
AHTUTENT K SH[JOMU3MIO B OTHEIbHOI NMPOOe KPOBY, a TAKXKe
IPUCYTCTBME B eHOTHUIIe ManyeHTa ramwiorunos HLA-DQ2
u/vmm DQ8. AHTuTeNa K 3HJOMMU3NIO B TAHHOM IIPOTOKOJIE
SIBUIMCH 00513aTeNbHBIM MOATBEPXKAAMOIMM TECTOM BBUJY
BBICOKOIl CIen(UYHOCTY [JaHHOTO VMMYHOJIOTMYeCKOro
Mapkepa B guartHoctuke nemmakuu. B 2020 r. ESPGHAN
oIyOnmmMKoBan OOHOB/IEHHbIE PEKOMEH/ALINY, ITePeCMOTPEB-
IIVe ¥ YIPOCTUBILVE JUATHOCTMYECKuIT anroputM [3]. Tene-
TUYECKOe TeCTHPOBaHNe ObIIO UCKTIOYEHO U3 00s3aTe/bHBIX
IVATHOCTUYECKMX MEepPOIPUATUI BBUAY BHOBD IIOTyYeHHBIX
TAaHHBIX O TOM, 4TO Ipy KoHUeHTpauuu tTG IgA >10 HOpM
u nonoxurenbHoM Tutpe EMA nammune HLA-DQ2/DQ8 He
YBEIMUMBAJIO AUATHOCTUYECKYIO I[eHHOCTb KOMIIJIEKCHOTO
obcnenoBanus. be36MONCUITHBIN IPOTOKOT OBUT PACIpOCTpa-
HeH U Ha 6eCCYMIITOMHBIX JieTell IIpY aHaTOTMYHBIX Pe3y/ib-
TaTax CepOIOIMUYECKOTO MICC/IEJOBAHNA.

INomyyeHHBIe HAMM JAaHHBIE MIOTHOCTLIO COOTHOCATCS C
pesynbTaTaMy paHee BBIMONHEHHbIX EBpomerickmx mccre-
TNOBAaHMIT ¥ MOATBEPXKAAIOT CTATUCTUYECKM 3HAYMMYIO BbI-
COKYI0 TIOJIOKUTETIbHYI0 KOPPEALMI0 MeXAy KOHIIeHTpa-
Iueil aHTUTe K TKaHeBOI TpaHCITTyTaMMHase IgA y meteit
C HOpPMaJIbHOJI KOHIeHTpalyeil obmero IgA B cBIBOpOT-
Ke KPOBM U CTafueil aTpouuecKoil SHTepoIaThell ¢ MeX-
SMNTENMNABHBIM TUMQOIMTO30M COIVIACHO K/IacCupyKamm
Marsh - Oberhuber. 9to onpenernsieT BOSMOXHOCTb IIpUMe-
HEHVs1 TPOTOKO/IA AMATHOCTUKY Lie/IMaKuy 6e3 BBIIOTHEHVS
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6uorncun, yreepxxaenroro ESPGHAN B 2020 r. Panee mony-
yeHHble coTpyaHukamu JI'KDB um. 3.A. bamnsesoit fanHble
B OTHOIIEHNM MaKCHMA/ILHO BBICOKON KOHIeHTpanum tTG
IgA y nmereit paHHEro U JOLIKOTIbHOTO BO3pacTa B fieOroTe Iie-
nuakuu [4], Mo3BOJAIOT pacCMaTpUBaTh JaHHBIE BO3PACTHbIE
TPYIIIbl KaK LielleBble LA VICIIONIb30BaHNsA 0e30MONCUItHO-
ro MOAXofa IpHU AMATHOCTUKe memmakuyu. C OfHOI CTOpO-
HBI, JAHHBIJI TIPOTOKO/I AMAarHOCTUKMU ITO3BOIUT COKPATUTh
BBITIOJTHEHNE IHBA3UBHBIX VICCTIEMOBAHMIL Y IeTell MIaje-
r'0 BO3pacTa, He yMeHblIast 3¢ (PeKTMBHOCTD IePBUYHOI AM-
aTHOCTMKM ITIIOTE€HOBOI 3HTeponatun. C Jpyroil CTOpOHBI,
OTKa3 OT BBINOIHEHMs SHIOCKOIMYECKOTO VICCIIEHOBAHMS
OTpaHNYNBAEeT BO3MOXKHOCTb CBOEBPEMEHHON AVAarHOCTHU-
KUl COIYTCTBYIOIIEN LieMMaKuy IAaTONIOTUU BEPXHUX OTHe-
JIOB YKeTyJOYHO-KUIIEYHOTO TPAaKTa (XPOHMYECKMIT racTpo-
LYOIEHUT, 303MHO(MIbHBLI 330(arut, pedokc-330darur)
U MOXKET ABIATbCA (HaKTOPOM, CHIDKAIOUIMM yBEPEHHOCTDb
poauTeNnell B OKOHYATEeTbHOM JVArHo3e ¥, COOTBETCTBEHHO,
HapYyUIAOIM KOMIUIA€HC B OTHOIIEGHMM CTPOTOH IIOXKM3-
HEHHOJ 0e3I/MI0TeHOBON AueThl. JJaHHBIE 0OCTOSTENbCTBA
IO/DKHBI OBITH IIPUHATHI BO BHUMaHNeE raCTPOIHTEPOIOTOM
1 00CY)X/IeHBI C POAUTEIAMM MALVEHTA.

PesynbraThl HaIlero MCCIENOBAHMSA OIPERENAIT 0c0b0e
BHIMaHMe K HeOOXOAMMOCTY KOMITIEKCHOI AMarHOCTHKY Lie-
JIMAKUY C OFHOBPEMEHHOJ OLIEHKOV K/IVMHWYECKUX JTaHHBIX,
Pe3y/IbTaToOB CepOJIOTMYECKOTO MCCIeNOBaHNs, aTOMO(po-
JIOTMYeCKMX V3MEHEHMI! U JaHHBIX TeHETUYECKOTO MCCTIefoBa-
HS. BbLiaBIieH1e aTpoduecKoil SHTEPOIIaTUN C MeKITNTE/N-
aJIBHBIM JTMM(OLUTO30M, ABJIAIONIENICS BXXHBIM KpUTEepUeM
IMArHOCTUKY LIe/IAKVM, He 00/IafjaeT CTOMPOLIEHTHON CIIeL-
¢$UYHOCTBIO. AHAJIOTMYHAS TUCTONIOTMYECKas KaPTHHA MOXKET
HaO/TIOfATbCS TIPU Pa3TUYHBIX MH(EKIMOHHBIX 3a60IeBaHM-
X, BKIIOYasl XeNMUMKOOAKTEPHYI0 MH(QEKIMIO, TapasuTapHbIX
MHBa3MAX, NMINEBON autepruy, [ebTe BOCIATUTETbHBIX
3a00/eBaHMiT KUIIEYHVKA, HEePBUYHBIX MMMYHOAeULINT-
HbIX cocTosiHusx ¢ nmopaxenueM JKKT [15]. B nHauueit pabore
16 pereit (0,4%) IpoOEMOHCTPUPOBA/IM Hanmu4due aTpodude-
CKOIt 3HTeponaryy B ctaguu Marsh 2-3 B oTcyTcTBME Liemm-
aKyM TPV HOPMa/IbHOV KOHLIEHTPAIMY aHTUTEN K TKaHEeBOI
TpaHcrnyTammuHase. C Ipyroil CTOpPOHBI, IPU KOMIIJIEKCHO
OLIeHKe pe3y/IbTaTOB OOC/IeOBaHMA HALVIEHTOB C IVII0TeH3a-
BUCUMBIMIY >Ka7106aMyt BO3MOXKHO BBIsIB/ICHNE CTy4aeB TOTEH-
I[aJIbHOI LIE/IMAKMY, KOTIa CEPOIIO3UTIBHOCTD HE COIIPOBO-
KJIAeTCS TUNIMYHBIMY TMCTOTIOTMYECKVIMI M3MEHEeHMAMM, HO
uMeeT YeTKYI0 MIMMYHOJIOTMYECKYIO ¥ KIIMHUYECKYIO JYHAMM-
Ky Ha (oHe 6e3rmoTeHOBOI fAneTs! [16]. B Hatrem nccnenoBa-
HUU 0/ TaKUX IaI[ieHTOM cocTaBuia 2,2%. a
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E.B. HeypaxuH, a-p mep. HayK, npodeccop, N'bY3 «Hay4yHo-npaKTU4eCKUM LIeHTP cneyuanusnpoBaHHON
MeAULMHCKON nomolm aetam um. B.®. BonHo-ficeHewkoro [lenaptameHTa 3gpaBooxpaHeHus r. MockBbiI»

AKTYAJIbHbBIE NMPOBJIEMbI XPOHOBUOJIOINNA
N XPOHOTEPANWUW B NPAKTUYECKOW NEAUATPUN

B uucne 0cHO8HbIX 3AKOHO8 MUPA HEOOXOOUMO NPUSHAMb 3aKOH
NepUOOUHHOCU UL PUMMA.

Bceti wenoseueckoii #u3nvto ynpaesnsem 2apmMoHus u pumm.
ITnamon - epeueckuii punocog
(IV 6. 00 n. 3.) B.M. Bexmepes

KnioueBbl cnoBa: ey, BUOpUTMBI, IECMHXPOHO3, XpOHOOMONOrUs, XPOHOMEAULIMHA, XPrIOHOTepanust

Keywords: children, biorhythms, desynchronosis, chronobiology, chronomedicine, chronic therapy

Pe3stome. B nekumm KOpoTKO M3N0XeHbl 0bLiMe NpeacTaBneHus o bMopuTMax opraH13mMa, XpoHOBUONOTUM U XPOHOMESMLIMHE, UCTOPUIA pas3-
BUTWSA YKa3aHHbIX HanpaBneHui. bonbluoe BHUMaHWe yAeNneHo anbTepHaTUBHOMY B3aMOAENCTBUMIO aflanTVBHbIX peakLmii B GOPMMPOBaHUH
OMOPUTMOB Ha Pa3NNYHbIX UEPaAPXUYECKMX ypOBHSIX. OOOCHOBaHa HE0OX0AMMOCTb y4eTa DMOPUTMOB Npy paspaboTke MeTo[OB NPOdUNaKTU-
KV 1 NieYeHus pasnnyHbix 3abonesaHui y feteit. NpeacraBneHbl IUTepaTypHble U COBCTBEHHbIE faHHble 00 3 dEKTUBHOCTU UCMONb30BaHMS
B paboTe negmaTpoB XpoHoTepanum, obecneyvBaloLiei UHANBUAYaNbHbIA MOAXOL, K NeYeHUIo BONbHbIX. bonblioe BHUMaHWe yaeneHo XpoHo-
Tepanuu oHko3aboneBaHWi, NOBbIWatOLLEN 3QHEKTUBHOCTL NPUMEHEHMS LMTOCTaTUKOB Npy bonee HU3KoM Mx Ao3e. Ha ocHoaHuM 0630pa
NMTepaTypbl U AaHHbIX CODCTBEHHBIX UCCNIELOBAHUN CKafbIBAETCS BNeYaTeHe O CXOXeM (acCoLMMPOBAHHOM C XPOHWUYECKUM CTPECCOM) Xa-
pakTepe naToreHe3a aTepockiepoTUYECKOTO U OHKONOTMYECKOTO NPOLLECCOB, YTO NPeLCTaBNSeT DONbLION Hay4HbIN U NPaKTUYECKNA UHTEpEC.

Summary. The lecture briefly outlines general ideas about the biorhythms of the body, chronobiology and chronomedicine, and the history of the
development of these areas. Much attention is paid to the alternative interaction of adaptive reactions in the formation of biorhythms at various hier-
archical levels. The need to take biorhythms into account when developing methods for the prevention and treatment of various diseases in children
is substantiated. The literature and our own data on the effectiveness of the use of chronotherapy in the work of pediatricians, which provides an
individual approach to the treatment of patients, are presented. Much attention is paid to chronotherapy of oncological diseases, which increases the
effectiveness of the use of cytostatics at a lower dose. Based on a review of the literature and data from our own research, we get the impression that
the pathogenesis of atherosclerotic and oncological processes is similar (associated with chronic stress), which is of great scientific and practical interest.

[Ans uutmpoBaHus: HeynaxuH E.B. AkTyanbHble Mpobnembl XpoHObKUONOrMM U XpOHOTEpanuu B NpakTuyeckon neguatpuu // NpakTuka neguatpa.
2026. Ne 1. C. 37-44.
For citation: Neudakhin E.V. Actual problems of chronobiology and chronotherapy in practical pediatrics // Pediatrician's Practice. 2026;(1): 37-44. (In Russ.)

KPATKWUE CBEAEH/A1 Ob NCTOPUW XPOHOBWNONOIMA
O puTMMYeCcKOM XapaKkTepe M3MeHEHNII B IpUpofe ObIIo u3-
BECTHO JaBHO. Ha nepnognyHOCTb M3MEHEHNI B OKPYKAI0-
IleM MIpe yKa3bIBaJl B CBOuX Tpy#ax Apucrorens. OH o6pa-
1I1aJ1 BHUMAaHMe Ha CMEeHY JIHs ¥ HO4Yl, Ce30HOB rOfia, TyHHbIe
uuknbl. Ero yuennk Augpocres (325 1. 1o H. 3.) BIIepBbIe OT-
METWI CYTOYHOE [BYDKEHME JIUCThEB Y PacTeHMil (Cy>KeHme
B HOYHOE BpeMsI I YBendeHe ¢ BOCXofoM conHia). CyTod-
Hasi HEPMOJAMYHOCTD ABVKEHNS TUCTheB OblIa IIO3/IHee MOfi-
TBep)KaeHa (ppanuysckum actpoHomom de Meporom. Kapn
JInuueii (1745) Ha OCHOBaHMY U3YYEHMS IBVDKEHNMS TMCTHEB
U JIETIeCTKOB PacTeHMiI B 3aBUCUMOCTM OT BPeMEHIU CYTOK
MpeIOKII U0 O BBIJENEeHNUN «IIBETOYHBIX YaCOB», C IIO-
MOIIBIO KOTOPBIX MOXKHO OIIPeJle/IsATh BpeMs CYyTOK.

Ipeueckmit Bpau Tepodu 3a 300 €T 1o H. 3. OTMeYaI, 4TO
4acTOTa Iy/IbCa y 3TOPOBLIX /MIOfIell MeHsAeTCA B TeueHNe JHA.
B rpynax Iunnokpara, a 3aTeM ABKIJeHHBI COOOIAETCS O Ce-
30HHOII LIMKINYHOCTY YelIoBeYeCcKNX 3aboneBanmil. [[pesHe-
KUTACKMe LeNTeNN OTMeYaa pa3andHylo, 3aBUCUMYIO OT
BpeMEHM CYTOK, YYBCTBUTE/IbHOCTb OPIaHOB Y€/I0BEYECKOTO
Te/la K BO3JIeICTBUIO UITIOyKanbiBaHuA. COINIaCHO Tpajuiiu-
OHHOVI KUTAJICKOI MEINIIVIHE «KM3HEHHAs1 SHEPIMA» YETI0Be-

Ka OUPKY/IMPYeT II0 BCeMY OPraHN3MY, COBepIIas Kpyroo6o-
POT B TeueHNe CyToK. IIpy 3ToM MakcuManbHas aKTMBHOCTD
OpraHOB BO3HMKAET B pa3Hoe BpeMs (Tabi. 1).
BriocnencTBym 3TM HaHHbIE IIONTBEPXKAMNCh MHOTOKpAT-
HO. Pesy/ibraTbl mIMTeTbHBIX MCCTENOBAHNII MHOTVIMU aBTOpa-
MM TIO3BO/IVJIV OKOHYATEeIbHO YCTAHOBUTD SH/IOT€HHYIO IIPUpO-
Iy IVPKaJMaHHbIX PUTMOB PaCTeHMII, KMBOTHBIX 1 Ye/IOBeKa,
aCCOLMMPOBAHHYIO C BpallleHyeM 3eMII BOKPYT CBOEIT OCHL.
ITocTenenHoe HakOIUIeHVe (aKTUYECKOro MaTepyuana, IIo-
CIIeyIOILIYie Iie/IeHaIIpaB/IeHHbIe MICCTIeIOBAHMA B 00/1acTy 6110-
JIOTM9ECKVIX PUTMOB IIPUBEIA K HEOOXOMMMOCTH VCIOIb30Ba-
HYIS TIO/TyYeHHbIX 3HAHMUI B TPAKTIYECKOM 3IPaBOOXPAHEHNIL
B cBsasM c aTuM cran akTyasen npussis A. Vopeca (1935) npe-
KpaTUTb B MeAVLIHE 3aHMMATbCS «IIPYBBIYHBIM TPEXPa3OBbIM
UAVOTH3MOM» IIPY Ha3HAYEeHNN JIeKapCTBEHHBIX IIPeIIapaToB.
Haubornee akTuBHOE pasBuTHEe XPOHOOMOIOIUY U XPOHO-
MeJVILIVHBI Hadyanochb B cepeyHe XX Beka. bonmbuioi Bxiaz
B pasBuUTHe 3TOro HanpasyeHus sHec O. Xanbepr us CIIIA,
a TaKKe HamM oTedecTBeHHble ydeHble: @.JI. Komapos,
C.J. Panonopr, B.IT. Kasuayees, 10.A. Pomanos, [I.I. Ty6us,
C.M. Ynubucos u pp. B 910 >xe BpeMs usydeHyeM BOIPOCOB
XPOHOMEMIVIHBI CTAJIX 3aHVMATbCS Y COTPYLHUKM Kadepbl
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Yacbl MakcMManbHOM aKTUBHOCTHM OpraHoB

(Mo TpaAMUMOHHOW KUTANCKON MeauLnHe)

o7 TonCTbIA KNLWIEYHMK

7-9 Kenynok

9-11 [Momxenyno4Has xernesa, Cenie3eHka
11-13 Cepaue

13-15 TOHKUI KNLIEYHUK

15-17 MouyeBon nysbipb

17-19 Moykn

19-21 CekcyanbHo-cocyaucTas cutema
21-23 TpoitHoli corpesaternb

23-1 JKenyHblil Ny3bipb

1-3 MNeyeHb (aHabonmyeckue nNPoLecchl)
3-5 Jlerkue (06CTpyKLMA)

TOCIINTA/IBHON IeViaTpyM HOf, pykoBoncTBoM B.A. Tabomua
u IO0.E. Benpruiena. Ha xadenpe ucciegoBammce 6MoputMbl
IeATeNbHOCTY KOPKOBOTO 11 MO3TOBOTO C/IOSI HA/ITIOUYEYHIKOB
IIPY aKTya/IbHbIX 3200/IeBaHMAX, METOIbI XPOHOAVATHOCTUKY
Y XpOHOTepaIuy HEKOTOPBIX 3a00/meBaHmit 1 0OMEHHbBIX Ha-
PYLIEHMIT y leTeil pa3HOro BO3pacTa, B TOM 4MC/Ie U Y HOBO-
POX/IeHHBIX.

C 1982 r. B CCCP perynapHo cTany IpOBOAUTbCA KOH-
depeHIUU IO XPOHOOMONMOTUM ¥ XPOHOMENUIMHE C IPU-
I7IallIeH}eM BBIJAIOMIMXCA MHOCTPAHHBIX y4eHBIX. B 1990 r.
Ha III BcecorosHoit koHepeHLNM MHE MOCYACTINBUIOCH
MO3HAKOMUTBCA C OFHMM U3 OCHOBATesIel yIeHUs O XPOHO-
6nonorun Opaniem Xanbeprom, KOTOPOro 3aMHTEPECOBAT
Molt foknaf «CyTO4HbI PUTM M3MEHEHUII TMINUAOB KPOBU
IpY TUIIOTPO(UN Y IeTeil paHHETO BO3pacTar.

K coxxanennrto, B Hauasre XXI Beka aKTMBHOCTb MCCIIe-
TOBaHMII IpoOJIeM XPOHOOMONIOIMM U XPOHOMEIMLVHBI B
HeAMaTpuM 3HAYUTENbHO CHU3WIACh. B HacTosilee BpeMs
B MEAMIMHCKOIL IMTepaType CTajo 3aMeTHO MeHbllle paboT
10 yKasaHHOJ npob6nemaruke. B.A. Tabomuu B mocnepHme
TOfIbI CBOEVI XKM3HM COXKAJIEN, 9YTO COTPYAHMKAMM HAILEN Ka-
dempsl Tak U He ObITa HamcaHa MOHOTrpad s, OTpaKaoLast
po6/1eMbl OMOTIOTMIECKUX PUTMOB B IETCKOM BO3pacTe.

OcHOBHas 1e/b 3TO¥ NeKIM — IIPYUBJIedb BHUMaHME MO-
JIOABIX YIEHBIX, Bpauell-NefnaTpoB, CTYAeHTOB MefyaTpuye-
ckMx (paKy/nbTeTOB K 3TOV aKTYalbHON IpoOieMe, Tak Kak
PUTMMYHOCTD OMOIOTMYECKMX MPOLecCoB — (PyH/IaMeHTaIb-
HO€ CBOJICTBO >K/MBOJI MaTepuil, a TaApMOHMsI OMOPUTMOB Ha
PasHBIX MepapXMYecKuX YPOBHAX SBIAETCA CYIIHOCTBIO MX
3100poBbsA. C NOMOLIBIO OMOPUTMOB OCYIIECTBIIAETCS KOOP-
IvHaiys GU3MONIorndeckux GyHKUMI OpraHu3Ma ¢ pUTMaMu
OKPY>KaIoLell CPeMbl.

3HAYMMBbIE BONPOCbI BUOPUTMOJIOTMN
ITox BnMsHVMEM MOCTOSIHHO IIOBTOPSIOLIVXCST BO3RECTBMI
(akTOpOB BHelIHell cpenbl, POPMUPYIOIX 9K30TeHHbIE
PUTMBI, B IIPOLIECCe SBOIOLMY B XXUBBIX CUCTEMaX BOSHMK-
M CTPYKTYPHO-QYHKIVMOHAIbHbIE OPTAHM3ALNH, OCYILECT-
BJIAIOIME HIOTeHHbIe PUTMBL. YUUTBIBasA 9BOJIOLVIO pa3-
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BUTUA >KVUBBIX OPraHM3MOB, MOXXHO IIPE[IIONIOXUTD, YTO
IepBOHAYaNbHO CHOPMUPOBATIUCH KIETOYHBbIE, METAOOMN-
JeckKue 61I0pUTMBI, «6a30Bble» II0 CBOEI CYLIHOCTI. B fajb-
HellllleM, B XOJie 3BOJIOLIVIOHHOIO PasBUTUA YCIOKHEHUA
OpraHn3MoB (hOPMUPOBATUCH «HALCTPOEYHbIE» OMOPUTMBL,
CBsI3aHHBIE C TIOITAIIHBIM BK/IIOYE€HNEM PEryIATOPHBIX CH-
CTeM: IMTOKMHOBOIL, UMMYHHO, S3H/JOKPVHHOM, BET€TaTHB-
HOI1, HEpBHOIL. B pesy/brate ecTecTBEHHOro 0TOOpa IHAO-
reHHble OMOPUTMBI 3aKPENININCD B TEHOME.

Braromapsi 6mopurmam obecrieunmBaeTCsi BHYTpeHHee
OBIDKEHNE, PasBUTHE OPraHM3Ma, €r0 YCTONYMBOCTh K BO3-
HelicTBMI0O (aKTOPOB OKpY’Kalolleil cpefbl. JTO OCYIeCT-
BJIAI€TCS 3a CYeT IOCTOSIHHOTO B3aMMOJIEVICTBUA albTepHa-
TYBHBIX IIPOLIECCOB, B IIEPBYIO OdYepenib KaTaboIM4ecKux U
anabomueckux (b.C. Anmskpunckuii, C.J1. Crenanosa, 1985;
W.E. Opanckwuit, 1988). AnprepHaTMBHOE B3aMMOJEVICTBIE
IIPOLIECCOB ABJIAETCSA VICTOYHMKOM PasBUTUs afaNTallJOH-
HO-KOMIIEHCAaTOPHBIX MEXaHM3MOB, IPUYMHON HOpMIpPOBa-
HUsT 6MOPUTMOB. B OCHOBe ONMMCAaHHBIX SIBIEHMIT IEKUT 3a-
KOH «eVIHCTBA 11 60pBOBI IPOTUBOMOTIOKHOCTEN», KOTOPBII,
10 HallleMy MHEHIO, CTIEAYeT TPAKTOBATh KaK «3aKOH a/IbTep-
HATMBHOTO B3aMIMOJEIICTBBIVSI», T. K. He JIOTMYHO IIPU3HABATh
«60pBOY» MEX[Y BLOXOM Vi BBIJOXOM, CKICTOJION U FUACTOTION,
obecrieuBaIoONIMX XVM3HEeHHOBaXKHbIe QyHKUMN. Vccnenoa-
Hite 6MOPVTMOB II03BOJLSIET OLIEHNBATh PEaKTUBHOCTbD, PYHK-
L[MIOHAJIbHOE COCTOSIHME U a[JalITOT€HHOCTb OpraHM3Ma.

V3y4eHreM 6MOpUTMOB >KMBBIX CUCTEM, UX CBA3M C PUT-
MaMJH, CYLIECTBYIOIIMMY B IIPUPOJE, 3aHMMAeTCA OTHOCK-
TeJIbHO HEJlaBHO BO3HMKIIAsg Hayka XpOHOOMO/IOIMA, CO-
CTAaBHOJ YacTbl0 KOTOPOI sABJAETCA XpOHOMeJUIIMHA.
[MocnenHss ¢ MOMOIIBIO UCIOMB30BAHMS XPOHOOMOMOTYE-
CKMX ITapaMeTpOB B OCHOBHOM pelllaeT 3a/jaull, CBA3aHHbIE
C y/Iy4llleHUeM JUarHOCTUKM, TPO(VIAKTIKY U JIedeH M T1a-
ToMorn4Yeckux cocrossumit y mopeit (.M. Komapos, 1989).

B HacTosiliee BpeMst B YeTOBEYECKOM OpraHM3Me OOHa-
py>xeHo 6o7ee 500 6MOPUTMOB Ha Pa3INYHBIX CTPYKTYPHBIX
YPOBHAX: KJI€TOYHOM, TKaHEBOM, OPTaHHOM, OpraHM3MeEH-
HoM (A.M. Bomoxns, F0.K. Cy66oTun, 1998). OHu xapax-
TEpU3YIOTCA IMPOKMM [MaIla3sOHOM IIEpUONOB — OT MMWII-
JIMCEKYH[bI O HECKOIbKUX JIET. B CBA3M C 9TUM pas3nmyaroT
HU3KO-, CpefHe- 1 BbicokoyacToTHbIe 6uopntMel (F Halberg,
1969). K HM3KOYaCTOTHBIM OTHOCSITCSI OMOPUTMBI C IIEPUOTA-
My 60rb1ite 3 cyToK. Cpefy HU3KOYaCTOTHBIX Harborlee 4acTo
YYUTBIBAIOTCS MECSUHBIE Y Ce30HHBbIE 6MOpUTMBI. Tak, THUIIBI
TeMIIepaMeHTa Ye€/IoBeKa, 110 [MMnmokpary, acconumpyrorcs ¢
Ce30HaMI €T0 POXKZIEHMsI: CAHTBMHUK (BeCHA U OCEHb), XOJIe-
puK (1eto), drerMaTuk (BecHa), MEMaHXONMK (JIETO U 3UMa).
CpenHeyacTOTHbBIE PUTMBI — 9TO pUTMBI OT 0,5 4acos f1o 3 cy-
toK. OHM menATcA Ha ynprpaguanuble (oT 0,5 4. go 20 4.),
nupkaguansele (ot 20 4. o 28 4.), uHdpaguanssie (0T 28 4.
1o 3 cyTok). K BBICOKOYAaCTOTHBIM OTHOCATCS OMOPUTMBI
¢ nepuopamu Menbite 0,5 4. (YCC, 3y6us KL, 93T n . 1.).

Benymee MecTo cpenyt 6MOPUTMOB 3aHMMaeT IMpPKaiuaH-
HbII1 (J1aT. circa — OKOJIO, dies — ieHb) — CyTOYHBII PUTM C IIepH-
OJIOM OKOJIO 24 4., 00YCTIOB/IEHHBIII CMEHOJ1 IHS M HOYY B pe-
3y/IbTaTe BpallleHyA 3eM/I BOKPYT ocl. B mepuoz sapoxieHna
>KU3HY Ha 3eMJIe [ITTUTENbHOCTD CYyTOK COCTABJIANA 8 4., B TIEPUOJ
00pa3oBaHMsi MHOTOK/IETOYHBIX OPTaHM3MOB — 16 4., B HaYase
daneposos - 22 4., B HacTosee BpeMs — 24 4. CriefoBaTenpbHo,
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BpaieHne 3emnmu 3amepisercs. CMeHa cBeTa ¥ TeMHOTBI BOC-
IPYHMMAETCS CeTYaTKOJ I71asa. DTO BBI3bIBACT AKTUBALVIO
ammdu3sa ¢ MOCTeRyoLIell CTUMY/ALMEN TUIOTaaMyca, TH-
no¢usa, >kele3 BHYTPEHHeEN ceKpeluy, pabouux OpraHoOB.
KitroueByto posib B perysiimy CyTOYHOTO PUTMa UIPAIOT Be-
reTaTyBHas HEPBHAs CUCTEMa U >Kele3bl BHYTPEHHell cekpe-
uuu (FO.A. Pomanos, 1975; KM. Cmupros, 1980). B naeBHbIe
4achl 6ojee BBICOKA aKTMBHOCTb CUMIIATUKO-a/peHaIoBON
cucTeMbl, 0becieunBaloliell SHEPIrOTPOIIHbIE peakLuy opra-
Hu3Ma. B mepyoy HOYHOTO CHa OTMeYaeTcs YMeHbIIeHe aK-
TMBHOCTY CYMIIATMKO-a/IpEHA/IOBOI CUCTEMBI 1 yBelM4YeHe
BaroMHCY/LIPHON, peannsyoleil TpoGOTPOIHbIE POLIECChL.
PerynsaTopHbIMU CHCTEMaMy CyTOYHBIX OMOPUTMOB SABJIAIOT-
s cynpaxmasMaTidecKue snpa IMIoTanaMyca U MeJTaTOHMH,
nponyuupyemslit snmdusom us tpunrodana (B.A. Tabomnx
1 COABT., 1969; I0.A. Pomanos u coaBrT., 1975; PM. baeBckuii,
1976; PM. 3acnaBckas, 1991).

C IOMOIIBIO SHEPTOTPOITHBIX PeaKLyil IPOVICXORNUT SHepre-
TIYecKoe obecIiedeHyie ajallTal[IOHHO-KOMITEHCATOPHBIX MeXa-
HI3MOB OpraHy3Ma. IT0 pea/M3yeTcs 3a CYeT YCUIeHVs Karabo-
JIMYECKUX TIPOLIECCOB. DHEPrOTPOIHAs CUCTEMA OCYILECTBIAET
HPUCIIOCOO/IeH e OpraHM3Ma K JefICTBIIO PaKTOPOB OKpYIKaro-
Ielt cpefbl, HOAIepXKMBaeT (PU3NIECKYIO U TPYHOBYIO AesTe/b-
HocTb. OHa BBI3bIBAET YTHETEHNE BOCIIA/IUTENbHBIX POLIECCOB
VI CHVDKEHe aKTMBHOCTY MIMMYHOJIOTVYECKVIX PEaKLIMIL.

TpodorpornHsle peakiyuy IpeobnafaloT MpM BarOTOHUN,
HOBBIIIEHHOM 00pa3oBaHMM MHCYIMHA, MUHEPAIOKOPTUKON-
OB ¥ APYTMX TOPMOHOB, OO/MafAloOIVX aHAOO/YECKNM JIell-
cTBMeM. VIHAyKIMA aHabONMMYeCcKyX IPOLIECCOB CIIOCOOCTBYET
HAKOIUIEHUIO, «IEMIOHVPOBAHNIO» SHEPTUY B OPTaHNU3ME, TIOBBI-
IIEHNIO aKTYBHOCTY BOCIIA/IMTENBHBIX peakuuii (IipoBocnasm-
Te/IbHbIT 3P PEKT), CTUMY/LALNI MMMYHHOJ CHCTEMBI U YBe/IN-
YEHUIO IIPeAPACHONIOKEHHOCTH K a/UIEPIMYeCKUM PeaKLVIsIM.
OO6MeH OffHOrO M3 OCHOBHBIX TPO(OTPOIHBIX OMOTIOrMYeCcKu
AKTMBHBIX BellleCTB — alleTW/IXO/IVHA TeCHO CBA3aH C 0OMEHOM
ructamyHa. Ilof BMsAHMEM OCTIEIHEro MOBBIIIAETCSA TOHYC I1a-
PpacUMIIaTMYeCKOrO OT/E/IA BETeTaTMBHON HEPBHOM CUCTEMBL.

B ¢usmonornyeckux ycnoBusAX OTMeYaeTCsl CUHEPrud-
HOe [Ie/ICTBJe SHEPTOTPOIHONM M TPOGOTPOIIHON CUCTEM.
[ToBbIlIeHMe aKTUBHOCTY OJHOI M3 HUX IIO 3aKOHY aJibTep-
HAaTMBHOTO B3aMMOJEIICTBUA ypaBHOBELIMBAeTCA HapacTa-
HJeM aKTMBHOCTH Jipyroii. OfHaKo 3TO paBHOBecue MeX-
Iy YKa3aHHBIMM CHCTeMaMy O4eHb fuHaMmn4Ho. OHO nMeeT
CBOJI PUTM U CBOJ KOJlebaTeIbHbIII KOHTYP, XapaKTepu3yio-
HMiics IpeoOIaiaHyeM B OlIpefie/ieHHOe BpeMsI CyTOK SHep-
rOTpoIHON mnn tpodorponHoi akTuBHocTH (A.M. Beiin,
1998; E.B. Heypaxus, V.I. Mopeto, 2016).

PaccornacoBaHye OKOJIOCYTOYHBIX PUTMOB (HeCHHXpO-
HO3) AB/IAETCSA OfHUM U3 (PaKTOPOB pPasBUTHS IIATONIOTMYe-
CKVIX IIPOLIECCOB B OpraHusMe. [JeCMHXPOHO3 paccMaTpyUBaeTCst
Kak rpenBecTHUK 60resHu. CocTosiHue 61IOpUTMOB — Hanbonee
YYBCTBUTE/IBHBII MapKep BO3HMKAIOLMX (YHKIMOHATbHBIX
usMeHeHniL. [ToaToMy ompezenenye QpyHKIMOHAIBHBIX Tapa-
METPOB B TeYeHMe CyTOK HeOOXOAMMO [y YIITyO/neHns mpe-
CTaBJIeHUIT O TIaToreHese 3a00/IeBaHNIA, YIydIIeHNs paHHel U
muddepeHIManbHOI MX AMATHOCTHKY, IS YCOBEPIIEHCTBOBA-
HUS VX JIEYEHMA.

Vi3y4yeHue nypKajMaHHbIX PUTMOB OTKpbIBAaeT LIMPOKIE
BO3MOXKHOCTY JJIs1 JIYYLIETO IO3HaHMs (PyHKIMOHAIbHBIX
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0cO06EHHOCTEN PacTYIIero JeTCKOro OpraHn3Ma B HOpMe U
npu naronorvn. IIpexye yeM OLleHUTDb HapyLIeHNsA 6MOpUT-
MOB B YC/IOBUAX IIATOJIOTVM, HEOOXOMVIMO OIPefeNnTh HOp-
MaJIbHBII KO/lebaTe/IbHbIIl KOHTYP TOM WJIU MHOI PyHKIMU
B 370poBoM opraHusMe. OgHako Quanonorndeckas Hespe-
JIOCTD PsAfia OPT'aHOB U CUCTEM peOeHKa, MMMYHOIOIMYecKas
HeCTaOW/IbHOCTD, BBICOKAas HANpsXKEHHOCTb MeXaHM3MOB
ob6HoBIeHNA M AU epeHIVPOBKY TKaHell, TaOMIbHOCTb
IpPOLECCOB BO3OYXKHEHMA M TOPMOXKEHMs O0OyC/IOBIMBA-
I0T HEyCTOMYMBOCTD UPKaiMaHHBIX PUTMOB Y fleTell. B ka-
XKJIOM BO3PAacTHOM Iepuofie MMEITCS CBOM OCOOEHHOCTHU
HOJiep)KaHUsA MPOLIECCOB afjaliTallii ¥ FOMeoCTasa, CBOS
crienduka oOMeHa BelljecTB, 06ece4nBaroLlas ONTIMAIb-
HOe JUI1 POCTa COOTHOLIEHME IUIACTUYECKUX ¥ OMO3Hepre-
TUYECKMX peakuuii, $pas acCUMWIALIMU U OVMCCUMWIALVMNL
C yMeHbllleHMeM Bo3pacTa JieTeil HapacTaeT Ipeobnaja-
HIIe IIPOIIeCCOB aHaboIM3Ma HaJ| IIpoLieccaMyl KaTabomm3Ma
(YO.E. Benbruies, 1983; B.A. Tabonun, B.I1. Jlebenes, 1996).

CyTo4HBle PUTMBI HOSBJITCA €llie JO POXKHCHUS pe-
6enka. Tak, MakcMMa/IbHasi 4acTOTa CEpEYHBIX COKpallle-
HUI Y 3[I0POBOTO IUIOJA OIpefensaerca B 14 4., B TO BpeMs
Kak IIpY XPOHMYECKOII TUIIOKCUM B 9TOT YaC OHA MYHMMAJIb-
Has. Ci1eoBaTebHO, 10 CEPHIeYHOMY PUTMY MOXKHO CYIUTD
o cocrossauu wioga (K.J. Ipuropbes, 1998). CyTounble put-
MBI CHHTe3a KOPTUKOCTEPONIOB y IUIOfia He OIpele/IIOTCA.
Y Hux mnpeo6nmajaeT aKTMBHOCTb aHAOOMMYECKUX IIPOLieC-
coB, OMosHepreTmyeckoe obecredeHre KOTOPBIX OCYILECT-
BJIAETCA 33 CYeT MATEPMHCKIX T'OMEOCTaTYECKUX MeXaHM3-
MOB. PeOeHOK pokpaeTcsi Heperpy>keHHbIM MaTepUHCKIMU
TOPMOHAMU, YTO IIPEIATCTBYET CTAHOBJICHUIO €I'0 SHJOKPYH-
HOJI CHCTEMBI, IIPMHUMAIOIIEN yJacTHE B KOOPAVHALMN Lyp-
KaJ[MaHHBIX PUTMOB MHOTUX cucTeM opranmsma. K 4-my nHio
PaspyLIalOTCs MaTepMHCKIe TOPMOHBI Y CHYDKAeTCsl YPOBEHb
KOPTMKOCTEPOUJIOB peOeHKa, HOBBILIEHNEe KOTOPOro OBbUIO
CBA3aHO C POTOBBIM cTpeccoM. C 3TOro BpeMeH! HauyMHaeT-
CSl TIEPECTPONIKA SHAOKPUHHOI CHUCTEMbI HOBOPOXXJEHHOTO,
CIIOCOOCTBYIONIASA OCTENEHHOMY (OPMUPOBAHIIO LVIPKa/IV-
aHHBIX pUTMOB. Tak, B IlepBble IBe HefleNM B pe3y/IbTaTe 9H-
porenHoro topmokerns AKTT u muBomonun deranpHOM
30HBI KOPBI Ha/IOYEYHKOB, BBI3BaHHBIX Y HOBOPOX/JCHHBIX
MaTepUHCKUMI ¥ «CTPECCOBBIMM» TOPMOHAMY, OTMEYaloT-
Cs He3HAYUTE/IbHbIe ~ CYTOYHbIE KOJIeOaHUSA KOPTUKOCTEpO-
upoB. [Tk ux skckpenyuy cMmeeH K 16-20 u. IlupkanguasHHbIi
PUTM eATEebHOCTU KOPBI HaJIIOYeYHUKOB, OJOOHBI PUT-
My B3POCIIBIX, Y 3[JOPOBBIX TOHOLICHHBIX HOBOPOXJECHHBIX
yCTaHaB/IMBaeTCA KO 2-3-i1 Hefiesie >KM3HU. Y HeIOHOILIEeHHbIX
pUTMIYeCcKas JIeATETbHOCTD HAaJIIOYeYHIKOB BOCCTAHABIIN-
BaeTcs 1o3fHee (Kak [paBuIo, O0oJblile YeM depes 3 Hefenn).

IIpu uccnenoBaHMN CYTOYHOIO pUTMa (QYHKIMU KOPBI
HaJIIOYeYHVKOB y HeTell YCTaHOBJIEHO, YTO MaKCUMaJIbHas
9KCKpelVs KOPTU30/Ia C MOYOJ OIpefe/ieTcss B YTPeHHNe
yacsl (6-10 4.), OTHOCUTETbHAA CTAOU/IN3ALIMUSA — B IIOJI/IEHD,
BBIP@)XEHHOE YMEHbIICH)E — B BeYepHee ¥ HOUYHOE BpeMsl.
MuHepaTOKOPTUKOUAIBI B OCHOBHOM CHHTE3VPYIOTCS Bede-
poM 1 Houbto (B.A. TabomH n coasr., 1969).

TopMOHBI KOPBI HaiIOYE€YHNKOB OKa3bIBAIOT 3HAUNTEIb-
HOe B/IVMSHME Ha IIOKa3aTely IeMOIPaMMbL: IIpY IOBBIIIe-
HUM YPOBHS IVIIOKOKOPTUKOVJIOB BOSHUKAIOT JICHIKOLIUTO3,
HeliTpoduie3, MOHOLUTO3, IIPU YBEINYCHNU KOHIIEHTpa-
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LMY MUHEPAIOKOPTUKOUOB —TUMGOLNTO3, 303MHODUINSL.
MakcuManbHOe KOMMYeCTBO JIEIKOLIMTOB B KPOBU Y 3[J0PO-
BBIX JleTell oTMedaeTca ¢ 9 go 12 4. u B 21-22 4. Copnepxa-
Hule TeMOI7I00MHa Hanbojiee BRICOKOE B MHTEPBaie BpeMeHN
ot 15 fo 18 4., a Haubonee HU3Koe — 9 4. Kommuectso apu-
TPOLIUMTOB MUHMMAJIBHO C 15 1o 18 4., MaKcuManbHO B 3-6 4.
CopepxaHue peTUKYIOLUTOB Hanbobllee B 6 4., HAMMEHb-
mee B 9 4. KomryecTBO TpoM6OLIUTOB yMeHbIIaeTCs B Be-
YepHee 1 HOYHOE BpeMs, 0COOEHHO € 3 [10 6 4., a MaKCUMaIIb-
HO yBenuuumBaercs B 9-12 4., T. e. mpouecc o6pa3oBaHMA
TpOMOOLIMTOB Hanbosee aKTUBEH B YTPEHHIE Yachl, a IIpo-
IjlecC UX paspylleHNs — B HOYHOe BpeMs. CrieoBarenbHO,
C TIOMOLIbI0 IOKa3arenell reMOIPaMMbl MOXXHO KOCBEH-
HO CyIMTb O (QYHKLMM KOPBI HAIIIOYEYHMKOB, O COCTOS-
HYM aallTallMOHHO-KOMIIEHCATOPHBIX peaKIuil OpraHusmMa
(JI.X. TapkaBu u c0aBT., 1996).

[Tpu Bcex maTo/nOrMYecKux MpoLeccax B OpraHu3Me OT-
MeYaloTCsl HapylLIeHMs BpeMeHHOI opraHmsanym ¢usmuo-
JorM4yecKux (yHKILUI, ITyOMHa KOTOPBIX KOpPpenupyer
C TSDKeCTBbI0 3a00/eBaHuA. B cBA3M ¢ 9TMM BO3HMKaeT He-
00XOAMMOCTb IIPYMEHEHNUA JIeKaPCTBEHHBIX IIpeIapaToB
C y4eTOM pUTMa YyBCTBUTENBHOCTY OpTaHM3Ma K UX BO3Jeit-
ctButo. OfVIHAKOBBIE 103BI IIPEIapaToB, BBOAUMbIE B Pa3HOE
BpeM: CYTOK, BbI3bIBAIOT pasHbIII IO CUJIe,  MHOTZA U IO Ka-
vecTBY 3 ekt (M.B. bepeskun,1982; F. Halberg et al., 1973).

XPOHOTEPANWS 3ABOJIEBAHUI Y IETEV

K Hacrosmemy BpeMeHM HaKOMWIOCH OOJIbIIOE KOIMYe-
CTBO MeIMKaMEHTO3HBIX CPEJICTB, MICIIONb3yeMbIX B MEVLIU-
He. Kak mpaBwio, B MEAUIIMHCKNX YYPEKICHNUAX JTeKapCTBa
IPUMEHSIOTCS 0e3 yueTa CyTOYHOro purMa. B ocHoBHOM nc-
HO/Ib3YeTCsA TPAAUIMOHHAsA CXeMa HasHaueHVs IIperapaToB
«II0 OffHOUI TabyeTKe 3 pasa B [leHb». V Bce-Taku B IOCTIEN-
HYe TOfbl XpOHO(DAapMaKOIOTMYECKUII MOAXON, K JIeUeHUI0
3a0oeBaHMII HOMy4aeT Bce Oojee LIMPOKOe IIPU3HAHMUE,
T. K. OH OTpa)KaeT COBPEMEHHBIII MPUHINI MHAVUBUAYa/Ib-
HO1, 9¢(eKTUBHOI 1 6e30MacHOI IeKapCTBEHHOM Tepamuu
KOHKPeTHOro 00/1bHOro. XpoHOo(papMaKoIorus, MU3ydaro-
mas (IpeMMYyIeCTBeHHO B SKCIIepUMEHTe) BIMAHNE JIeKap-
CTBCHHBIX BelIeCTB Ha 6MOPUTMBI OpraHmsMa u ux sdpdex-
TUBHOCTD B 3aBJMICMMOCTHU OT BPEMEH) BBEJCHMNS, AB/IACTCS
OCHOBOI1 /I XPOHOTepaluMy — HAIpaBJIeHUS MeIMIVIHDL
3aHJIMAIOIETOCs JIedeHyeM OOJIbHBIX JIOfENl ¢ Y4eTOM Xpo-
HOOMOIOIMYEeCKUX 3aKOHOMepHocTeil. IIpy xpoHoTepanuu
VCIIONIB3YIOTCA VIMUTAIVIOHHBII Y IIPeBEeHTUBHBI (IIpodu-
JIAKTUYECKMII) METOIbI IPMMEHEHNS JIeKapCTBEHHBIX IIpe-
[1apaToB, a TAKKE METOJ, «HaBS3bIBaHMA» PUTMA.

Cpeny jeKapCTBEHHBIX IIpEIapaToB, IPUMEHSEMbIX C
y4eTOM CYTOYHOrO PUTMa, HauOoJIblllee BHYMAHIE IPUBJIe-
KalOT KOPTUKOCTepouybl. VIMEHHO [/Is Tepaluy STUMU TOp-
MOHaMM ObUI paspaboTaH MeToj MMUTanyy (HasHaueHVe
KOPTUKOCTEPOVJ0B B COOTBETCTBIY C €CTECTBEHHBIM CyTOY-
HBIM PUTMOM VX CeKpeLuu ¥ 9KcKperyu). Ecimu rirokokop-
TUKOUJIBI IPUMEHSIOT BHE aKpodasbl, 0COOCHHO B BeUepHIE
U HOYHbIE Yachl, TO 9TO BefleT K YCUICHMIO MX KaTabommde-
ckoro addekra, yMEHBIICHUIO MAcchl Tefla ¥ Macchl HaJ-
IIOYEYHUKOB, K PE3KOMY HApYLIEHUIO CYTOYHOTO PUTMa
mesitenbHOCTY KOpbl HagnoyeyHukoB (10.E. Benpruies u co-
aBT., 1969; B.A. Tabonuu n coasrt., 1972; A. Reinberg, 1983).
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[Ipu nevyeHMM KOPTUKOCTEPOMZAMU OTMEYAeTCS NPOTUBO-
IIO/IOXKHAs HAIIPAB/IEHHOCTD JIeVICTBMA KOPTU30/Ia U aJIbJiO-
CTepOHa, AB/IAIONINXCSA aHTaTOHUCTaMI. AKTMBHOCTb MUHe-
PAIOKOPTUKOUTOB (IIPOBOCIATATEIBHBIX TOPMOHOB) MOXET
OBITh IIOfjaBJIeHa BBEfleHNeM BO BTOPYIO ITOJIOBUHY IHA afieK-
BaTHOIl [I03bI IMIOKOKOPTUMKOUZIOB (TIPOTMBOBOCIAJIATEND-
HBIX TOpMOHOB). Heobxopumo umeTb B BMAY, YTO HepH-
Of, TIo/Mypaclaja INIOKOKOPTUKOUAHBIX IIpernapaToB 90 MuH
y TMAPOKOPTHU30Ha, 3 4. — Y IPeHU30/I0HA.

[Tpu 3aMecTUTENbHOI Tepaluy ITIIOKOKOPTUKOW/BI Ha-
3HAYalOTCA B yTpeHHUe Yachl (6-7 4.). [Tpu atoM ummurtupy-
eTCsl CYTOYHBIVI PUTM CHHTe3a KOPTU30JIa ¥ YYUTHIBAETCH
BpeMsi Hambosblell TOTPeOHOCTM B HeM OpraHm3Ma pe-
Oenka. IIpu MHQEKIMOHHO-a//IepruYecKnX, ayTOMMMYH-
HBIX 3a00/IeBaHNUAX, B 3aBUCUMOCTH OT CTEIIEHU aKTVUBHOCTYU
BOCII/INTE/ILHOTO TIPOLiecca ¥ TUIIA peaKIyu KOpbl Hafo-
YEeYHUKOB, IJIIOKOKOPTUKOUABI HMPUMEHAIOTCSA B YTPEeHHME
u mpenobenenusie yacel (B 7, 10, 13 4., ecnu ompepensieT-
¢ AUCYHKIMA KOPBI Ha/IIOYeYHUKOB, — YMEHbIIEHNUe Ce-
KpeLuy KOPTU30/Ia NPy HOPMaJTbHOM OOpasoBaHUM MUHe-
pamokopTrkougos). OOBIYHO TaKas CxeMa IIPUMEHSIETCS
mpu Il creneHy aKTMBHOCTU peBMaTU3Ma U TsDKEION Hop-
Me OCTPOr0 HepeBMaTHU4eCcKOro Kap/iuTa, a TaKkxe npu ang-
¢y3HBIX 60NIe3HAX COenMHUTENbHOM TKaHu. CyTo4YHas fKo3a
npegHu3onoHa Bapbupyer ot 0,8 1o 1,5 mr/kr maccel. bo-
Jilee BBICOKME O3Bl HA3HAYAIOTCS B yTPEHHUe Yachl. B Heko-
TOPBIX C/Iy4asx BpeMs IpyeMa NPeSHU30/I0Ha YAJIMHAETCS
mo 17 u gaxxe mo 19, 21 u. HasnayeHne npegHn30/I0HA B Be-
YepHUe 4achl peKOMEH/IyeTCsl IIPU BBIPAXKEHHBIX IIPOsBIIe-
HUSAX TUIIEPANbIOCTepPOHM3MA (IPU3HAKYU JUCKOPTULIM3MA:
yMeHblIeHMe CeKpely i KOPTU30JIa P 3HAYMUTENbHOM YCH-
neHun 06pa3OBaHMsI MUHEPATOKOPTUKOUZOB). [IuckopTu-
L[V3M KOPBI Ha/IIIOYE€YHIKOB OIIpefie/sieTCs B OCHOBHOM P
HedpoTuyeckoit popme rnomepynonedputa. B atux cnyqa-
X HeoOXO[MMO He TO/IBKO yCTpaHeHue HeduInuTa KOpTH-
3071 B YTPEHHME 9achl, HO 1 TOJaBJIeHVe BOCIIa/NTENIbHON
peakLuyu opraHusMa, 00yC/IOB/IEHHOJ HaKOIUIEHUEM MMUHe-
panokopTukonoB. Ha BTOpoM BOCCTaHOBUTEIBHOM 3Talle
IIPOBOANTCS yMEHDBIIIEH)Ee CYTOYHON HO3bl IPeJHI30/I0HA
1o 2,5-5 mr 1 pas B 5-7 fHel, Ha4YMHAA C BEYEPHUX YaCOB.
[Tpn moctmxennn nopmepskuBamniert (HU3NOIOTNIECKOIT)
mo3bl (0,4 MI/Kr Macchl) IIpenapara TeMIl yMEeHbIIEHNA CY-
TOYHOII J103bI 3aMepiseTcs. [lopep>xmBaroniyio 103y npu-
MEHSIOT TOJIbKO B YTPEHHIE Jachl.

[Tpu cocTosHMAX, TPeOYIOIMX MPOBeAEeHNS MHTEHCUB-
HOJI Tepalyy WIM peaHMMAalMOHHBIX MepONpPUATHUIL, ITII0-
KOKOPTMKOUAIBI IIPUMEHSIOTCS B JI000e BpeMs cyToK. [Ipu
3THX COCTOSHMUAX IIPeIIouTeHNe ClIefyeT OTHaBaTh IUAPO-
KOPTU3OHY — IIpelapary C BBIPaKeHHBIM reMOAMHaMuye-
ckuM 3¢ (PeKTOM M ¢ KOPOTKMM IepMOJIOM HOMypacHaja.
Ecnyu IIIOKOKOPTUMKOMABI NpY HEOOXOAMMOCTU BBOZATCSH
BeYepOM MM HOYbIO, TO B CBS3Y C YTHETEHMEM IIPOJYKLIUNI
AKTT pexoMeHpyeTCs TOBTOPUTD UX BBEJieHNE B yTPEeHHIE
yacsl (B.A. Tabonun, B.II. Jlebenes, 1986).

B neveOHOI mpakKTuKe yallle IPUXOAUTCS II0/Ib30BATHCA
IIPEeBEHTUBHBIM METOLOM XpoHOTepamuy. COrlacCHO METOLY
HIPOBOANTCS OmpefeneHre akpodasbl (MaKCUManbHO! aM-
IUIMTY/IbI) IIapaMeTPOB, XapaKTePU3YIOLINX BBIPAXKEHHOCTD
[IATOIOTMYECKUX VISMEHEHNUI B OpraHu3Me, a 3aTeM B IIepu-
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off akpoasbl MM 32 HECKOIBKO YacOB JI0 Hee Ha3HaYaloTCs
HeoOXOIMMBble JIeKapCTBEeHHbIE IIpenapaThl.

Ha ocHOBaHVM BBIIIEN3/IO)KEHHBIX CBENEHMII O CyTOY-
HOM pUTMe NPOAYKIMU NPOBOCHATUTENbHBIX U IIPOTUBO-
BOCITQ/INTE/IbHBIX TOPMOHOB MOXKHO IPEeJIONOXKUTb, YTO
HeCTepoyJiHble IPOTMBOBOCIANINTE/IbHBIE TIpelapaThl OKa-
3bIBAIOT 0O0jiee BbIpaKeHHBI 3(pdeKT BO BTOPOIl MOMIOBK-
He [HA U BedepoM. JJaHHbIe NUTEPaTYpbl IOATBEPXKAAIOT
9TO Ipepnonoxenne. Tak, y 60NbHBIX ¢ peBMAaTOUJHBIM ap-
TPUTOM IIPU BBeJIEeHUNU MH/IOMeTAl[Ha B YKa3aHHOe BpeMs
ObicTpee Kynupyercsa 060IeBOJI CUHAPOM U HOpPMaIu3yeTcs
TeMIlepaTypa Tena. Eciu npyu peBMaToOMiHOM apTpuTe aKpo-
(asa TeMiepaTypsl Te/la OTMeYaeTcs B MHTepBase oT 12 1o
18 4., a 60mu Hambosee BBIPaXKEHbl BEYEPOM, TO MHIOMe-
TallVH, COIJIACHO IIPEBEHTUBHOJ CXeMe XpOHOTepaIny, pe-
KOMeHJyeTcs HasHauyathb B 12 4. Ecim 6071 BO3HMKAIOT HO-
Yb10, TO IIpenapar cienyeT NpuMeHATb B 19 4. (B.A. lockus,
H.A. JlaBpentneBa, 1985). Ilo manubm O.E. Benpruiuesa
u coaBT. (1995), OmHOKpaTHOe Ha3HaYeHNE HeCTePOUTHBIX
IPOTUBOBOCIAINTE/IBHBIX CpefcTB (nbynpodeHa) peram
c rioMepynoHedpuToM 3a 1-2 4. ;o akpodasbl TpaHCAMUAN-
Has3bl CIOCOOCTBYET MOBBIILEHNIO UX 9P GEKTVBHOCTY 1 3Ha-
YUTETBHOMY YMEHbIIEHNIO TOOOYHBIX IPOSIBICHMIL.

B cBsA3M ¢ TeM, YTO TMCTaMMH C IOMOIIBI0 IUCTUAVHTE-
KapOOKCHUIashl CUHTE3UPYeTCs Bed4epoM, a paspylIaeTcs
C IIOMOIIBIO AVIaMIHOKCUAIA3bl (TMCTaMMHA3bI) YTPOM, Hau-
6oree BBICOKass ero aKTMBHOCTb OTMedaeTcs B BedepHMeE
Yl HOYHbIe Yachl. MakcuMaibHas KOHLIEHTpaLusA TMCTaMMHa
B KpoBU onpepensercs ¢ 21 1o 24 4. (A. Reinberg, 1976). Cre-
JI0BaTeNbHO, YYBCTBUTEIPHOCTb OPraHM3Ma K T'MCTaMUHY
HOBBILIAETCA B MEPYOJ, CHYDKEHUA YPOBHS ITTIOKOKOPTYKO-
UJIOB, @ YMEHbIIIAeTCA B IIEPUOJ, YBEIMYEHN KOHLIEHTPaLnu
MMHEpPATOKOPTUKOUMOB, aleTUNXoaHa. CyTOYHBIN PUTM
M3MEHEeHMII TMCTaMVHa B OpraHu3Me yKasblBaeT Ha HeoO-
XOIVMMOCTb Ha3HAueHUs aHTUTMCTAMVHHBIX [IpenapaToB BO
BTOPYIO ITOJIOBUHY JHA U BedepoM (B 15-16 4. n B 19-21 u.).
Crabunmsaropsl KJIeTOUYHBIX MeMOpaH TaOpOLUTOB aKTUB-
Hee BIIVAIOT Ha a/UIepriudecKue M BOCIaINTe/IbHbIe IIpolLec-
CBl BO BTOPOIt monoBuHe nus (mocie 16 4.). Butamuu B6,
ABJIAMMNIACA KOPaKTOPOM AMAaMUHOKCUA3bl M TUCTULVH-
IeKapOOKCHIa3bl B KayeCTBe aHTUIMCTAMIHHOTO IIperapara
IOJDKEH TIPYMEHATBCS TONbKO YTpoM (Jio 8 1.).

B MHOTrOYMC/IEHHBIX 3KCIIEpYMEHTa/IbHBIX paboTax 1o OH-
KOJIOTYI YKa3bIBa/IOCh, YTO IIMTOCTATUKY, Ha3HAYaeMble B OfJ-
HAKOBBIX JI03aX, HO B PasHOe BpeMs CYTOK, OKa3bIBAIOT pas-
HbIIT aHTHONMacTIIecKuil 3¢pdeKT. ITO 3aBUCUT OT CYTOUHON
YyBCTBUTENILHOCTY K HUM OITyXOJIEBBIX KJIETOK. B mccnenoBa-
HIAX OblTa J0KasaHa HeOOXOAMMOCTD NPUMEHEHVs LINTOCTa-
TUYECKVX IIPENapaToB B Te Yachl CYTOK, KOI/a OOJbIIIas YacTh
OIIYXOJIEBBIX KJIETOK HaXOUTCA B (pase MUTOTUYECKOTO LIVIK-
na (M.B. Bepeskun, 1977). B aTo Bpemst OTMe4aeTcsi He TOBKO
Ham0O/IbIIIas YyBCTBUTETBHOCTD OITyXO/IEBBIX KJIETOK K ILIVITO-
CTaTyKaM, HO U 6oJiee HU3KasA YyBCTBUTEIBHOCTb K HUM HOP-
MaJIbHBIX KJIETOK, B CBSI3) C YeM YMEHbIIAETCS YIX TOKCUYECKOe
BO3ZelicTBMe. MakcuManbHas pPe3UCTEHTHOCTb OpraHusMa
K TOKCUYECKOMY e/ ICTBUIO LIUTOCTATMKOB OTMEYAETCA B 4aCh
MaKCMMa/IbHOTO yPOBHs KOPTU30/1a B I/Ia3Me KPOBIL.

ITpu pasBuTHM OIIYXO/MN Y YelOBeKa HapylleHue 610o-
TMYeCKMX PUTMOB BO3HMKAEeT He TOJIBKO B IOBPEX/IEHHOM
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opraHe, HO U B IPYTMX OpTaHax M CUCTeMax opranusma. [Ipu
5TOM JieflleHNe 3TOPOBBIX KJIeTOK IIPOUCXOANT, KaK IIPaBUIIO,
OIVH Pa3 B CyTKU, NIPEVMYIECTBEHHO B PaHHIE YTPEHHIe
4achl, B TO BpeMsA KaK Jie/IeHNe PaKOBBIX K/IETOK — 2-3 pasa
B BeUYepHME ¥ HOYHBbIE Yachl. [I/II OIyXONeBbIX KIETOK Xa-
pakTepeH euie u fecuaxponos (B.M. Kosanbson, B.B. [Topo-
X0B, 2013).

Hanbonee BbICOKass 4yBCTBUTEIBHOCTh K LIUTOCTATHYe-
CKUM IIpenapaTaM ollpefernsAeTcs mocie 16 4. YcTaHOBIIEHO,
YTO YyBCTBUTEIBHOCTb 3/I0Ka4eCTBEHHBIX HOBOOOpa3oBa-
HII K JIEJICTBUIO IIIOKOKOPTUKOVOB ¥ LIMTOCTAaTUKOB B yC-
JIOBVSIX TEMHOTBHI IIOBBIIIAETCS B HECKO/IBKO pas. B kauecTse
IIPOCTOTO ¥ O4eHb JOCTYIHOIO KpUTepus IjIs BbIbOpa Bpe-
MEHU Ha3HaYeHNs IUTOCTATHKA ¥ KOHKPETHOTO OHKOJIOTHYe-
CKOT0 6OTIBHOTO MOYKHO JCIIOIb30BaTh akpodasy remiepary-
PBI Tena, T. K. MAaKCMMa/IbHas aMIUIUTY/A TeMIIepaTyphl Tea
YKa3bIBaeT Ha IIOBBIIIEHHYI0 MUTOTMYECKYI0 aKTMBHOCTDb B
omyxoneBbix knerkax ([.C. Bacmnbvepa, 1994; E.H. Cyxuna
1 COaBT., 2012).

B nureparypHbIX MCTOYHMKAX coobljaeTcs o bonee Oma-
TOIIPUATHOM T€YEHNN 37I0KaYeCTBEHHBIX OIYXOJIel B yCIIO-
BUAX JMCKYCCTBEHHOTO YMEHBIIEHNA OCBelleHHOCTH. Ilpu
9TOM y OONBHBIX YIy4llaeTcs COCTOsIHNME VMMYHUTETa,
JMOUTHOTO U APYTUX BUAOB 06MeHa. D PeKTUBHOCTD TIy-
YeBOJl Tepaluy 3HAYNMTEIbHO BBIMIE, €C/IM OHA IPOBOJUTCS
Ha I1Ke TeMieparypsl onyxonu (®. Xanbepr u coasr., 1998;
E.JI. lnmko u coasrt., 2010; E.H. CyxuHa u coasr., 2012).

B nocneguye ropnl 607blioe BHUMaHME AenseTcs 01o0-
JIOTMYeCKMM JacaM, KOTOpble Ha YPOBHE MOJIEKY/IIPHOI Op-
raHM3aLMy TPeACTaB/IAT coboil 0cobylo TpyHIy LupKa-
[VAHHBIX TEHOB ¥ UX OeNKOBbIX HponykToB. CopeprkaHiue
LVIPKa/IaHHBIX OENIKOB B KJIeTKe M3MEHSAETCS B 3aBUCHIMO-
cTy OT pa3bl CYyTOYHOTO LIMKJIA, CTAJMUY KII€TOYHOTO JieTleHMA.
[Tpn yueTe 3TUX MapaMeTPOB MOAB/IAETCS BO3MOXXHOCTD JIJIsSI
ontumanbHoro npumenenus nurocratukos (E.JI. [Mnmxo u
C0aBT., 2010). B 0630pe E.[I. Illuuiko u coasr. (2010) moguep-
KMBAETCA, YTO IPM ONYXOJIEBBIX IpoIleccaX LMpKaJUaHHbIe
TeHbl BOBJIEYEHbI B TeHOTOKCUYECKUI cTpecc. ITO 0OBACH-
eT eAVHYI0 IPUPONY Pa3BUTUA PAKOBBIX U aT€POCK/IEPOTH-
geckux nporeccos (A.IT. Bacunbes, H.H. Crpenbuosa, 2014;
E.B. Heymaxus, A.T. I[Tputsixo, 2021).

BaxHyI0 ponb B IIaTOreHe3e OHKOJIOTMYECKUX 3aborte-
BaHmit urparoT MukpoPHK, perymipymomue reHeTmyeckyro
9KCIIPECCUIO, B CBA3M C YeM OHM MOTYT HOJIAB/IATb WIN aK-
TUBMPOBATH OIyX0JIeBOIl pocT. Tak, B kauecTBe OuoMapképa
IIpY JIe4eHNN B-KJIETOYHOTO paKa PeKOMEeH[YeTcs ompefere-
Hue ypoBH: akcipeccuy MUKpoPHK-155, a B kauecTBe UH-
AVKaTopa He6IaronpusATHOIO IIPOTHO3a § OHKOTOTMYECKUX
60JIbHBIX — OIpefie/ieHNe YpoBH: akcnpeccun MukpoPHK-21.
BesycnoBHO, ykasaHHble (1, BOSMOXKHO, IpyIye, IIOKa Heus-
BecTHble) MUKpOPHK MOryT OBITH MCII0/TB30BAHBI A5 OLIEHKY
COCTOSIHVISI OHKOJIOTMYeCKMX OONTBHBIX, BBIOOpA BpeMeHM Ha-
3HAUEeHUs IUTOCTATMHOB, NPOBEAEHNUA MePCOHAMN3NPOBAH-
ubix Meponpusituit (M.H. Kanmnukun, H.E. Illermosa, 2021).

AHarnpresypympomne npenaparsl 6onee apeKTNBHB BO
BTOPYIO TIOJIOBMHY [HA. Tak, HampuMep, MaKCUMAaIbHBIN
o6e36o0muBaromuit 9¢pdeKT IMgoKarHa Ipy Kapyuece 3y60B
OTMeYaeTcsA IMpU ero NMpUMeHeHUM B 14 4., a MenmpuanHa
u Mop¢uHa — IIpy BBefeHNM B 21 4.
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[IpeBeHTVBHBIE CXeMBbI XPOHOTEPAIINY IIVPOKO UCIIONb3Y-
I0TCA PV Ha3HAYeHNY IMIOTEH3VBHBIX IIpenaparoB. Y 60b-
LIMHCTBA fieTell C IEPBUYHOM apTepUarbHOV TUIEPTEH3U-
eil Hanbojlee BBICOKOE apTepuabHOe JaB/IeHVe OTMEeYaeTCs
B niepuof ¢ 12 no 18 4. B ocHOBe maroreHe3a NepBUYHOI ap-
TEepUAJIBHON IMIEPTEH3UM eXUT YHKIVOHAIbHOE Hapyllle-
HIfe BereTaTYBHOV Pery/IALyy COCYAUCTOrO TOHYCA IT0 CUMIIa-
TUKO-TOHMYECKOMY TUITY, CBS3aHHOE C TUIIePPeaKTUBHOCTHIO
TUIoTasaMyca. ITU M3MeHeHUA 00YC/IOBIMBAIOT TUIIepKIHe-
TUYECKMII TUI KPOBOOOpallleHMsA, a Talkoke HePefKO BO3HM-
Kalolljyie y fieTell CUMITATHKO-afipeHaToBble KpM3bl. B cBs3m ¢
BBIIIIEM3/I0)KEHHBIM ITPY IIEPBUYHOI apTepyanbHOl IUIIepTeH-
31U IIATOT€HETNYECKY OIpaBIaHO IpYMeHeH e B-agpeHo6/1o-
KaTopoB. JbdeKTUBHOCTh NOCTENHNUX O0jIee BBIpaXKeHa Py
Ha3Ha4YeHMY B yTPEeHHUe Yachl. Y ieTeil ¢ IMIIOKMHETIYEeCKIM
TUIIOM KPOBOOOpAIleHNsI IPU HATUINU TUIIEPTPOPUN MIO-
Kappa (0ObIYHO Y JieTeil ¢ BTOPUYHOI apTepuasIbHON TuIlep-
TeH3Mel1) MOT'yT ObITh YICIIO/Ib30BaHbI MHIMOUTOPBI aHTMOTEH-
3VH-KOHBEPTUPYIOIero epMeHTa, 67I0KaTOPbI KajIbLIVeBBIX
KaHa/oB. [Io DaHHBIM JIMTEpPaTYphl, aHTATOHUCTBI KaJIbLVIA
aKTUBHee JIeVICTBYIOT B IIEPBOJI IIO/IOBMHE [HS, & MHTMONTO-
Pbl AHTMOTEH3VH-KOHBEPTHUPYIOLLEro pepMeHTa — BO BTOPOIAL.

[IpeBeHTUBHAsA cXeMa XpOHOTEpalNM apTepUaIbHON
IMIepTeH3un 0co0eHHO 3(pdeKkTuBHA B TexX CIIydasax, Kor-
Jla OIpele/IeHHbIVI TMIIOTEH3UBHBIN IIpelapaT Ha3HavaeT-
Cs [0 HACTyIUIeHMs akpogasbl apTepuasbHOTO JiaBJIEHUA.
Jror Meron, paspaboranusiii PM. 3acmaBckoit (1991) ms
JIe4eHNsI TUIIEPTOHNYECKOIT 60/Ie3HY Y B3pOCIIbIX, 6€3yC/IoB-
HO, MOXKET OBITD VCIIONIb30BaH B IIeiUaTPUYECKON IIPAKTHUKE.
CornacHO peKOMeHJAAIVAM aBTOpa y OOJIBHOTO B TedeHMe
Tpex [Hell KaKAble TPY 4aca OINpefesaeTcs apTepuanbHOe
JaBJIeHMe, IIOC/Ie 4Yero YCTaHaBIMBAeTCA BpeMs €ro Mak-
CMMaJjIbHOTO TOBBILIeHUs1 (akpodasa) u 3arem 3a 1,5-2 4.
[0 HAaCTYIUIEHMs 9TOTO BpeMeHU 1 pas B CYyTKU B Ho03e, CO-
craBnAwmen 50-70% cyTo4HOI, Ha3HAYaeTCsA TUITOTEH3NB-
HOe CPeJICTBO C YYeTOM TUIIa KPOBOOOpaIleHNA.

[Tpu uccnenoBaHNM reMocTasa Kak B pu3NOIOTNYecKux,
TaK Y MaTOJOTMYECKUX YCIOBMAX OTMEYAeTCsl BbIpaKeHHasA
ero CyTouHas BapuabenbHOCTh. Y OOIbHBIX C Pa3/IMYHOI ITa-
Tonnoruelt (peBMaTu3MOM, IeKOMIIEHCUPOBAaHHBIMM IIOPOKa-
MU Cepplla, XPOHUYECKUM IVeTOHePPUTOM, CaXapHbIM Jjya-
6eToM, XMPYypru4ecKyMy 3a00/IeBaHUAMY), HE3aBUCUMO OT
BO3PACTa, OIpPENE/IAIOTCS ONHOTUIIHbIE M3MEeHeHMs CYyTOd-
HOTO pUTMa II0KasaTesleil TeMOCTa3a: IOBBIIIeHe aKTBHO-
CTU CBepThIBAIOIIell CUCTEMbI KPOBU B Iepuof ¢ 18 go 6 u.
(ocobenno c 22 o 3 4.) (PT. ArsamoBa, 1993; E.Y. Tynemecos
U COaBT., 1995; P.M. 3acnmaBckas, 1996). Beegenne remapnna
B 20 1 24 4., a KypaHTIIa OFHOKPATHO B 20 4. CIIOcOOCTBYeT
YCTpaHEHUIO JIeCMHXPOHO3a CYTOYHBIX PUTMOB OCHOBHBIX
[apaMeTpoB IreMocTasa. B To BpeMs Kak Ipy TpajyIMOH-
HOJl Tepaluy 3TUMM IIpelapaTaMiu sBJEHUSA NEeCUHXPOHO-
3a He YCTpaHAITCA. BMecTo cTaH#apTHOrO renapyuHa ay4iie
MCIO/B30BaTh GPaKCUIIAPUH, KOTOPBIT 00MagaeT MPOIOH-
TMPOBAHHBIM [Ie/ICTBIEM, IMeeT MeHbIie H000IHbIX 3 dek-
TOB (He YCU/IMBAeT arperaruio TPOMOOLITOB, He yMeHbIIaeT
UX COfiepKaHue B KPOBM, He CHIDKAeT YPOBEHb aHTUTPOM-
6una III B cpiBopoTke KpoBu). Ero cnepyer BBoguth 1 pas
B CYTKM B 16 4. Y 60/IbHBIX CaXapHBIM [;1abeTOM, OCTIO>KHEH-
HBIM Hepomatueit, IOJy4aBIINX TPEHTAI UM aCIUPUH Me-

Ne 12026

MPAKTVIKA

neavartpa

TogoM xpoHotepanuu (1 pa3 B 20-22 4.), TepaneBTUIECKUIT
a¢dexT 6oree BbIpaKEH, YeM y MOKOOHBIX OOIBHBIX, HONTY-
YaBIIMX 9TY IPeIaparsl 10 TPAAUIVIOHHOI CXeMe.

Y 30pOBBIX fieTell ¥ B3POCIBIX IPOXOAMOCTb OPOHXOB
IHeM Ooree BbICOKas, 4eM HO4bl0. OHa HaXOfUTCA B IpsA-
MOV 3aBUCUMOCTM OT INIIOKOKOPTUMKOUJHOV aKTUMBHOCTU
KOpBl Hafio4e4HUKOB. [Ipy OpoHXMAIbHON acTMe COIpO-
TUB/IEHNE OPOHXOB MMHMMA/IbHOE B 12 4., MAKCUMaIbHOE —
B 23-24 4., YTO CBA3aHO C IOBBIIIEHHON YYBCTBUTE/IBHO-
CTBIO PElleNTOPHOrO anmnapaTa OpOHXOB K alleTMIXOMMHY U
ructamuuy. [IpooHrupoBaHHble f-aIpeHOMUMETUKY, IIpe-
mapartbl Teo(WIINHA, MHTAIALOHHbIE [TTIOKOKOPTUKOV/IbI
(6ymeconup u fip.), no nanubM [.b. Denoceesa u 3.4. Herrs-
peBoii (1984), enecoo6pa3Ho Ha3HAYATh B YTPEHHIE Yachl.

JI711 XpOHMYEeCKOI FacTPOLyO,eHaIbHO TaTOJIOT U Y fie-
Teil (B IepBYIO OuepeNb sI3BeHHOI! 00/Ie3HN ABEeHa IaTUIIep-
CTHOJI KVIIKY, SPO3VBHOTO TaCcTPOJYOLEHNTA) XapaKTepHO
HOBBILIEHNE CEeKPelMM ¥ KUCTIOTHOCTY XKeNMYyAOYHOTO COKa,
0Cc00€eHHO BRIpa)KeHHOE B HOUHOe BpeMsi. K 0ocHOBHBIM 6110-
JIOTMYeCKY aKTVBHBIM BellleCTBaM, BHI3bIBAIOLIVIM >KeTyH04-
HYIO TUIIepCeKPelyIo, OTHOCATCA aljeTUIXO/INH M TUCTaMUH,
KOTOpBbIe, BO3JENICTBYA COOTBETCTBEHHO Ha M-XonmHope-
LIENTOPBI ¥ TMCTaMMHOBble H2-penentopsl, croco6cTByIOT
BBIJIE/IEHNIO COMIHOM KUCTOTHI U pepmenToB. [TosaTomy mpu
Ha3BaHHbBIX 3a00/eBaHMAX MATOTEHETMYeCKM O0OOCHOBaHBI
aHTaLVHble U aHTUCeKpeTOpHBble (M-XonmMHOMMUTUKY, 6710-
KaTOPBI IMCTaMUHOBBIX H2-perjentopoB) mpemaparsl. AH-
TalMAbI, 6€3yC/IOBHO, JO/DKHBI Ha3HAYaThCsA B TeUEHMeE [THA
u 00s513aTe/IbHO Ha HOYb, M-XOMUMHOMUTUKK U OIOKATOPHI
H2-rucrammunopenentopos 1 pa3z Bedepom B 19-20 4. Benrep,
o6/mafarouuii BRIPAKEHHO perapaliOHHO aKTUBHOCTBHIO,
11e71eco00Pa3HO MIPUMEHATD BO BTOPOII IIOTIOBMHE JHSA, Ty4-
1lle B jBa IIpueMa.

SI3BeHHast 60/me3Hb ABMAETC HambOMee SIPKUM TIpefCTa-
BUTEIEM 3a00/IeBaHUIT C CE30HHOI MEePUONUIHOCTHIO 000-
crpeunit. Ilpu si3BeHHON 60/mMe3HM [BEHANLATUIIEPCTHON
KMIIKY 000CTpeHnsi Haubojiee 4acTo OTMEYAIOTCS OCEHbIO
U BECHOII, IIpU SI3BeHHOI 0O0/Ie3HN JKeTyiIKa — JIeTOM. JTHU
CBefleHVs1 HeOOXO[MMO YYMTBIBATh IPY NPOBEJEHNI IIPOTHU-
BOPEUVANBHOrO jledeHus. Y OO/NbHBIX SI3BEHHON 00/Ie3HbIO
B BeCeHHME MeCsALbl YCUIMBAETCS CeKpeLys IMCTaMMHA,
CEepPOTOHMHA, MHCY/IMHA, KOPTU30/1a; B JIETHME — TOBBILIAETCS
MIPOAYKLVS IaCTPYHA, afjpeHaNTnHa, HOpaJpeHalnHa, yBeln-
YMBaeTCsA aKTMBHOCTD alleTM/IXOJIMHICTEPasbl, HO OIpaHM-
4yBaeTCsi 00pa3oBaHMe KOPTU3O/IA M MHCY/INHA; B OCEHHUE —
CHIDKaeTCsl CMHTe3 TMCTaMUHA, CepOTOHMHA, aJpeHalnHa,
HOpaJjpeHanMHa ¥ yMeHbIIaeTCA aKTVBHOCTD alle TU/IXO/INH-
screpasbl. ClefloBaTeNbHO, BECHOI OTMEYAeTCsl BhIpKeHHas
HAIIPSDKEHHOCTDb PEryIsATOPHBIX MEXaHM3MOB, a OCEHbIO —
ux yrHereHye. Ha ocHOBaHMM 3TUX JAHHBIX MOXXHO IIPUIATH
K 3aK/II0UEHMIO: [/I TIPeRyNpex/ieHns 060CTpeHuIl s3BeH-
HOVI 6O/IE3HM BECHOI ¥ JIETOM HATOT€HETUIECKU OIpaBha-
HO TIpYMeHeHMe OT0KaTOpOB I'MCTaMMHOBBIX H2-penenro-
poB (LuMeTHaVHA, PaMOTUIMHA, peHUTUAMHA 1 fp.) 1 pas
Ha HOYb, OCEHbI0 — Ha3HaueHue OI0KaTOpoB M-xommHOpe-
1enTopoB (ractTpouennHa u ap.) 1 pa3 Ha HOYb.

I[Tpu xenesonepUINTHON aHEMUM Y JeTeil MaKCUMaJlb-
HO€ KO/MYeCTBO SPUTPOLUTOB OIpefesieTcs B 6 4., MUHM-
MasibHOe — B 18 4., Haubojee BBICOKMI ypPOBEHb IreMOITI00M -
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Ha, PETUKY/IOLUTOB U CBIBOPOTOYHOTO >Kejle3a OTMeYaeTCs
TaKXXe B 6 4., Hanbojiee HUSKNUI — HOYbIO. YCTAaHOBJIEHO, YTO
B YTpeHHMe 4Yachl Pe3KO CHIDKeHa OMOCHMHTeTH4ecKas ak-
TUBHOCTb 3PUTPOMUIHBIX KJIETOK KOCTHOrO Mosra. B cBs-
311 C 9TUM >Ke/le30 IUIOXO ycBauBaeTcsA s 0OpasoBaHNA
reMOITIOOVHA U aMIUIMTY/A ero COfep)KaHus B KPOBU yBe-
nauBaeTcs. Beuepom (B 21-24 4.) KOHIIEHTPaLVs CBIBOPO-
TOYHOTO Xefe3a Ha 16-30% HuoKe, 4eM yTpoM (B 8-12 u.).
JKeneso mydire Bcero BcachblBaeTCs U YCBAauBaeTCs B Bedep-
Hue vacol. JKeneso, abcopbupyemoe B IepBOil IIOTOBMHE
IHA, He YTUIMSUPYETCs, a CIOCOOCTBYeT pasBUTHIO ITI0O0Y-
HbIx 3¢ dekToB. [IpemapaTsl xeesa, mpuMeHsieMble /IS Jie-
YeHUs Kele30/epUIIMTHO aHeMMM, HO/DKHBI HasHa4yaTbCs
TOJIKO BO BTOPOJI IIOJIOBMHE [IHA, @ MsCO, U3 KOTOPOTO XO-
POILLIO YCBamBaeTCs Xene3o, — B IIePBOIL.

OueHb VHTepeCcHbl B NPAaKTUYECKOM IUIaHe CBeJeHMUsA
0 XpOHOTepanuy MOYeroHHbIMM IIpenapatamu. [1pu cepprey-
HOJI HeJLOCTaTOYHOCTY IIpueM ¢ypocemupa B 10 4. BbI3bIBa-
eT B OCHOBHOM jAuyperudeckuii apdext, B 13 4. — Harpwmit-
ypeTudeckuit, B 17 4. — xanuityperudeckuit (H.JI. Acnanss,
P.A. Barpacapsin, 1977). OTMe4eHHBIe XPOHOTEpATIEBTHYE-
ckue 3 dexT pypocemusia JOBOIBHO YacTO U € YCIIEXOM
MBI MUCIIOIb3YeM JiIsi KOPPEKLUM BOJHO-3JIEKTPOINTHBIX
HapyIIeHMI NP Pas3IUYHBIX ITATONIOTMYECKUX COCTOSHU-
Ax y peteil. Kanuiic6eperarommye AUypeTUKy, OTHOCAIECS
K TpYIIIe aHTarOHMUCTOB aJbJJOCTEPOHa (ANbJAKTOH, Bepo-
IIIMPOH), JO/DKHBI IPUMEHATHCA TONBKO B Be4epHUE Yachl
(B 18-224.).

ITo pannpiM Hammx uccneposanuit (E.B. Heypmaxwum,
1992), 6b110 JOKa3aHO, YTO B reHe3e TUIIOTPOPUM Y HeTeit
paHHero Bo3pacTa oIpefensdiolee 3HaUYeHe VIMeeT XPOHM-
YyecKas CTpeccoBas peaklus opraHmsMa. B monpsy paHHO-
IO 3aK/TI0YEeHNS CBUJIETE/IbCTBYET COCTOsIHIIE BETeTATVBHOTO
romeocrasa: npu [ u Il crenenn runorpodun onpenensercs
HapacTalolas CYMIIATUKOTOHUA VM YCUIVBAIOIAsCA aKTUB-
HOCTb LIeHTPa/IbHOTO KOHTYpa perymauuu, npu III crenenn -
[lelleHTpaIn3alys pery/suyi ¢ IepexofjoM Ha aBTOHOMHBIE
ee ypoBHu. Kpome Toro, y 60/bpIInHCTBa JleTell ¢ IUIIOTPO-
¢ueit I u I crenenn ycraHoBIeHa AUCYHKLMA KOPBI Haf-
MOYEeYHMKOB, XapaKTepU3YIOIIasACsA IOBBIIIEHHBIM COfiep-
JKaHMeM ITTIOKOKOPTUKOUHBIX GPaKLMIl Y TIOHVKEHHBIM —
HPOMMHEPATOKOPTUKOUIHBIX. Takoil TUII peakiyuy KOpbI
HaJIII0YeYHVKOB, [10 HallleMy MHEHUIO, CJIeAyeT paccMaTpu-
BaTb KaK MapKep XpOHMYECKOI cTpeccoBoil peakuyu. [Tpu
IIT crenenu runotpoduu, Kak MPaBUIO, OIPEREISETCS TH-
nodyHkuma (MCTOleHMe) KOPBl HaJIIO4YeuyHNKOB. JleMoH-
CTpalyeil XpOHNYECKON CTPeCcCOBON peaKUuy OpraHusma
npy TUIOTPOodUY SIB/ISIETCS IEPEKTIOUeHIe OOMeHa BellleCTB
C NpPEeMMYIeCTBEHHO YIVIEBOJHOTO Ha IIPeMMYIIeCTBEHHO
JIMIIMZHBIN, YTO TOATBEPXJAeTcs OOHapy>KeHMeM TIUIIep-
JMINIEMUM 32 CYeT yBeIMYeHMs KOHLEHTPAaLMU TPUITINA-
LepuaoB, a¢pupoB xonecrepuHa u poconmnunuos (skcie-
pMMeHTa/IbHAA MOJie/Ib XPOHNYECKOW CTPEeCCOBOI peakLun
o ®.3. Meepcony). Ha cocTosiHMe XpOHMYECKOTO CcTpecca
yKa3bIBalOT M3MEHeHusA crekrpa Gpoconmnujos, IpusHa-
K1 HapyIIeHUs aHTMOKCYU/JAHTHON 3alUThl 1 fecTabunmsa-
LMY KJIETOYHBIX MeMOpPaH, Ha/lu4uue IUIepKOaryIsaMOHHO-
rO CMHAPOMA I IIeHTpanu3anuy KpoBooobpalieHns Ha GpoHe
TUIEePANHAMIYECKON peaKLMy MUOKapAa.
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B cBsA3u ¢ TeM, 4TO Ipu runoTpoduu 6oNIbIIOoe SHAYEHME
B Pa3BUTUM Pa3/IMYHBIX NATOJIOTMYECKNX M3MEHEHUI nMe-
eT XpOHMYeCKas CTPeccoBas peakuus, Mbl COWIM Heob6Xo-
AVIMBIM BK/IIOYMTD B €€ KOMIIEKCHYIO TepaIllio peraparsl,
obnapamoye crpeccmumurupyomuM spdexrom. K uncny
TaKMX IIpenaparos, o gaHHbiM O.3. MeepcoHa, OTHOCUTCA
B-agpenobmokaTop 0631aH, KOTOPBII MBI PEIIVIN UCTIOTb-
30BaTh Hpu nedeHnu feteit ¢ runorpodumeit I u I crenenn.
SddexTUBHOIT OKa3anach fo3a 063upaHa, papHas 0,5 MI/KL.
YyBCTBUTEIBHOCTD K 003MAIAHY Y AeTeil ¢ rumorpodueit 60-
Jiee BBICOKasi B yTpeHHMe Jachl. [Tpy Ha3HaYeHUM ero yTpom
(1 pa3) ZOCTOBEPHO YMEHBIAETCS CUMIIATXKOTOHMS, HALIPA-
JKEHHOCTb IIeHTPaJbHOTO KOHTYpa Pery/Islny, Ipy HasHa-
YeHV Be4epOM IIOIOXKUTEIbHON [UHAMIUKY He OTMEYaeTCsl.
Ha ¢oHe nedenns o63ugaHoM y fieteit ¢ runotpodueii Obl-
CTpee yBeMM4MBAETCSA MAcca TeJa, MOBbIIIAeTCS aKTUBHOCTD
TPOGOTPOIHBIX IIPOLIECCOB M AHTUKOATY/ISTHTHBIX PeaKIInit.

Criepyst 0TMIKe CYTOYHOTO pUTMa aHAOOMMYECKUX U Ka-
TabONMMYECKNX PeaKUMil B OpraHm3Me, Iperaparsl, 061ama-
IMe aHAbOMMYeCKUM JieJICTBUEM, CIeflyeT HasHaYaTb BO BTO-
PYI0 NOJIOBUHY IHSA ¥ BedepoM. Y JieTell ¢ TUIIOTpoduell Mbl
(E.B. Heypmaxun, 1992) ncronbp3oBam KOMOMHALMIO PUOOK-
CMHa C OPOTATOM Kaysl. DTU Iperaparhl IOBBIIAIT aKTUB-
HOCTb psifia ¢pepmeHTOB IyKaa Kpebca u ctumMynmupyoT cus-
Te3 HykneotupoB. OHM HasHa4danmuch M3 pacdera 10 mr/kr
MAcChl Tefla B CYTKM B JiBa IIpMeMa BO BTOPYIO IIOJIOBUHY HS
Ha 1 Mmecan. Y gereil TPyAHOrO BO3pacTa, MOMy4YaBIIMX Ha-
3BaHHBIE IIperaparhl, Macca Te/la YBEIMINIACh B CPEHEM Ha
680 + 38,6 T, y meTell KOHTPO/IbHON rpymnnsl Ha 410 + 194 r
(p < 0,001). ITpuyem y freTeii OCHOBHOJI IPYIIIbI JOCTOBEPHO
YBeMYMIach aKTMBHOCTD CYKLMHATAernporenass (p < 0,001)
u rmnepodocdarernaporerassl (p < 0,05).

ITo pexomenpauuu I'H. Criepanckoro s ne4eHus ru-
HOTpOUY MUPOKO UCIONb3yeTCsl BHYTPUBEHHOE BBEleHME
IJIIOKO3bI ¢ MHCYNMHOM. OOBIYHO OHa BBOAUTCS B YTPEHHIE
vacel. OpHako, o HaumM fanHbiM (E.B. Heymaxun u co-
aBT., 1988), Ipy BBefleHNU I/IIOKO3BI B YTPEHHIE Yachl OlIpe-
Jle/sIeTCsl ee HefloCTaTOYHast YTU/IM3ALs, O YeM CBUIETeb-
CTBYeT TEHJIEHLMS K CHVDKEHMIO YPOBHS TPUITIMLIEPUIOB B
kpoBu u yeemumdenue orHoumenna HOXK/TT po 0,52 (uc-
XOIHBIN NoKasarenb 0,41) depes 3 4aca mocie BHyTPMBEH-
Horo BBefleHMs 10% pacTBopa I/oK0o3bI 13 pacyeTa 10 Mj1/Kr
Maccol Tena. [Ipy BBefieHUN IIIOKO3bI B BeYepHUE Yachl OT-
Me4aeTcs yBelMYeHMe KOHIEHTPAUM TPUIINLEPULIOB,
ymenburerne otomennss HO)KK/TT go 0,31 gepes 3 gaca
[I0C/Ie BHYTPUBEHHOTO BBEHEHMS ITIOKO3bI, YTO yKa3bIBaeT
Ha 60J1ee BEIPOXEHHYIO YTIUIN3ALMNIO [TIIOKO3bI 1 60Jlee MH-
TEHCUBHBIII IMIIOCUHTE3 B YKa3aHHOE BpeMsl.

3AK/TIOYEHUE
B HacTosmIee BpeMs, 10 HallleMy MHEHUIO, METOJbl XPOHOTe-
pamnuu ele He HAllUIX LIXPOKOTO IIPUMEHEHNA B IeAUATPUNL.
Mex/y TeM MMEHHO OHU IIO3BOJIAIOT IIOBBICUTD 9D HeKTUB-
HOCTD JIedeHMsI MHOTUX 3a00JIeBaHUI TPV OJHOBPEMEHHOM
YMEHBIIEHUN 103 IPUMEHSIEMbIX IIperapaToB. DTO CIOco6-
CTBYeT YMEHbBLICHNIO IPOSIB/ICHNUI MX O0O0YHBIX 9P (PeKTOB,
YHCLIEB/ICHNIO TedeHysl. XpoHoTepanus obecrednBaeT 1H-
IVBYYa/IbHBI IOAXOJ, K JIEYCHUIO OO/IbHBIX, YTO OCOOEHHO
B&)XHO B IleAMaTpuu. VIcronb3oBaHue cOBpEeMEHHBIX MOJIe-
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KY/ISpPHO-TeHeTUYeCKUX METONOB MCCIefOBaHMs YIIyOs-
eT TpelCcTaBlIeHNsA O NIepCOHATM3MPOBAHHOM ObecIieyeHnn
METOJOB JVATHOCTUKY ¥ MPOGIUIAKTUKYA BOSMOXXHBIX B Oy-
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M.M. Tnuw', g-p mep. Hayk, npodeccop, M.U. KapraweBckan® ?, kaHa. mea. HayK, H.J1. CbiueBa’, KaHA. Mef. Hayk,
®.A. lNcaBokK', KaHA. mep,. HayK, B.B. JlazapeB' % A.B. CbiueBa?

IOBEHWUJTbHbIN NTEHEPAJIN30BAHHbIN MYCTYJIE3HbIN NCOPUA3:
CNTYYAU U3 MPAKTUKW

KntoueBble cnoBa: reHepany3oBaHHbI MycTyne3Hbii ncopmas, Tun Liymbywa, HacneAcTBeHHas NpeapacnonoXeHHOCTb,
naTorucroforus, ncopuas B JETCKOM BO3pacTe
Keywords: generalized pustular psoriasis, Zumbusch type, hereditary predisposition, pathohistology, psoriasis in childhood

Pe3tome. leHepanu30BaHHbIN NycTyne3Hblin ncopmas (M) sBnseTcs peakum BUOOM TSXENOro ncopuasa B feTckoM Bo3pacte. OH xapakTepu3y-
€TCs BHE3aMHbIM NOSIBNEHUEM Ha KOXE 3pUTEMATO3HO-CKBaMO3HOW ChbiMi, CTEPUIbHBIMM NYCTyNamm, CKIOHHBIMU K CIUSIHWIO B «THOMHbIE 03epay,
TAXENbIM OOLUMM COCTOSIHWMEM, TUXOPAJKOW U CUCTEMHBIMM BOCMANUTENbHBIMM M3MeHeHUsMU. [prBoaMM cOOCTBEHHOE KNMHUYeCKkoe Habnoae-
HUWe cyyas Bo3HukHoBeHus TN Lymbyiua y manbumka 9 net. Cpeay 0co0GeHHOCTEN AaHHON NaToNorM Mbl OTMETUIIN: HaNlWYMe OTSTOLLEHHOIO
CeMEeNHOro aHamHe3a no ncopuasy (y matepu pebenka MM Liymbywwa ¢ 18-neTHero Bo3pacta, ¢ KpaliHe TAXeNbIM TeyeHneM bonesHu Bo Bpems
HepemeHHOCTH); 3NM304bl CeOOPENHOro fepMaTiTa BOIOCMCTOMN YacTW roNoBbI y NauMeHTa ¢ 2,5 MecsLeB XU3HM; OCTpoe Havano 3abonesaHus
Ha (oHe CMIbHOrO CTpecca, CONPOBOXAABLLEECS MOBbLILIEHWEM TemnepaTypbl Tena Ao 40 °C; noseneHue 1 bbicTpoe pacnpocTpaHeHue nycTynes-
HbIX BbICbINaHMIM N0 BCEMY KOXHOMY NMoKpoBy. [ns anddepeHLManbHON AMarHoCTUKM C OCTPbIM FreHepan30BaHHbLIM 3K3aHTEMATO3HbIM NycTyne-
30M 1 AAPYrMMM NYCTYNEe3HLIMU lepMaTo3aMu Obino npoBeseHo BUONCUIHOE UCCeA0BaHME KOXM, KOTOPOE NOKa3ano Hanu4me rcTonornyeckmnx
MPU3HaKOB MycTyne3Horo ncopuasa. OTCyTCTBME Y NaLMeHTa aHaMHECTUYECKMX AaHHBbIX, MOATBEPXAAIOWMX MPUEM KaKUX-NMOO NeKapCTBEHHBIX
npenapaTtoB 10 BO3HUKHOBEHWS BbICbINaHUM, OTPULLATENbHbIA OaKTepUanbHbIi NOCEB COAEPXXUMOTO MyCTyN, pe3ynbTaThl AePMaTOCKONUK 1 Na-
TOMOPGHONOrNYECKoro UCCNeoBaHMs KOXM MOMOTAIM HaM MOCTaBUTb OKOHYaTeNbHbIN AnarHo3: MM, Tun Lymbywa. B pesynstate npoBefeHHOMO
NeYeHUs C MPUMEHEHMEM LIMTOCTaTMYECKUX NPENapaToB, CUCTEMHOM aHTUOMOTUKOTEPanWu 1 TOMMYECKMX MTIOKOKOPTUKOCTEPOUOB KOXHBIV Ma-
TONMOMMYECKMIA MPOLIECC MONHOCTLIO perpeccpoBan. Takum 0bpa3om, MPOBOLMPYIOLLMMM (haKTopamMu, KOTOpble MO/ NPUBECTM K MOSIBNEHUIO
TAXENbIX NCOPUa3NbOPMHbIX U3MEHEHWI Y HALLEro NaLMeHTa, SBUANCh CUNbHBIN CTPECC U OTAMOLLEHHAas MO Ncopuasy HacnefCcTBEHHOCTb B BUae
Hanuyus y matepu Manbymka MM LymOywwa. YunTbiBasi BaXHYH pofib reHETUYECKMX MyTaLWiA B pa3BUTUM MYCTyNe3HOro Ncopuasa, AETSM C CeMeid-
HbIM aHaMHE30M MCopKasa BaXHO NPOBOAUTbL FreHETUYECKMIA CKPUHWUHT ANst paHHETO BbISBIEHUS NPEeLPaCcoNOXeHHOCTV K 3TOMy 3aboneBaHuIo.

Summary. Generalized pustular psoriasis (GPP) is a rare type of severe psoriasis in childhood. Itis characterized by the sudden appearance of erythem-
atous-squamous rash on the skin, sterile pustules prone to merging into "purulent lakes", severe general condition, fever and systemic inflammatory
changes. We present our own clinical observation of a case of von Zumbusch psoriasis in a 9-year-old boy. Among the features of this pathology,
we noted: the presence of a burdened family history of psoriasis (the mother of the child has had Zumbusch psoriasis since the age of 18, with an
extremely severe course of the disease during pregnancy); episodes of «seborrheic dermatitis» of the patient's scalp from 2,5 months of life; acute
onset of the disease against a background of severe stress, accompanied by fever body temperature up to 40 °C; the appearance and rapid spread of
pustular rashes throughout the skin. For the differential diagnosis of acute generalized exanthematous pustulosis and other pustular dermatoses, a
skin biopsy was performed, which showed the presence of histological signs of pustular psoriasis. The patient's lack of anamnestic data confirming
taking any medications before the rash occurred, negative bacterial culture of the contents of the pustules, the results of dermatoscopy and pathomo-
rphological examination of the skin helped us to make a definitive diagnosis: GPP, type of Zumbusch psoriasis. As a result of the treatment with cyto-
static drugs, systemic antibiotic therapy and topical glucocorticosteroids, the skin pathological process has completely regressed. Thus, the provoking
factors that could lead to the appearance of severe psoriasis-like changes in our patient were: severe stress and heredity burdened by psoriasis in the
form of the presence of the boy's mother with the Zumbusch psoriasis. Given the important role of genetic mutations in the development of pustular
psoriasis, it is important for children with a family history of psoriasis to conduct genetic screening for early detection of predisposition to this disease.

[ns umtrpoBaHms: OBeHUNbHbIN reHepan30BaHHbIN MyCTyne3HbINA ncopras: anydar n3 npaktuku / M.M. Tnuw [v ap.] // MpakTuka negmatpa. 2026. Ne 1. C. 45-49.
For citation: Juvenile generalized pustular psoriasis: a case report/ M.M. Tlish [et al.] // Pediatrician's Practice. 2026;(1): 45-49. (In Russ.)

BBE[JEHWE (TTIII) siBnsieTCs OYEHb PEOKUM BUIOM TSDKENIOTO IICopua-
B nmocnenuue rogel B Poccun oTMevaeTca pocT IepBUYHONM 33 B IETCKOM BO3pacTe U COCTaBJIAeT 0KOo 1% cpenn Bcex
3a00J1eBaeMOCTH IICOpMasoM cpennu geteit [1, 2]. 9To ogHO  cny4aeB mcopmasa. Y MajbuMKOB BCTpeYaeTCs HECKOIbKO
M3 CaMbIX YacThIX XPOHMYECKVX JePMAaTOMOTMYECKNUX 3a60-  dallle, YeM y ieBOUeK [4, 5].
JIEBAaHMI MEAMATPUYECKON MPAKTUKY IIOC/IE€ ATOIMNYECKOTO I'TIIT, Tim Iym6yima — penkoe MMMYHOOIIOCPEIOBAHHOE 3a-
nepMmaruta [3]. [eHepanu30BaHHBIN MYyCTy/Te3HbIN IcOpua3  Oo/eBaHIe, XapaKTepyU3yIoLleecs IpUTeEMAaTO3HO-CKBAMO3HbIMI

'OrbOY BO «KybaHckuii rocynapcTBeHHbIN MeAULIMHCKIMIA yHUBEpcUTeT» MuH3apasa Poccuu, T. KpacHopap
2[BY3 «KnuHM4eckuUin KOXHO-BeHeponoruyecknii gucnaHcep» MuHsgpasa KpacHogapckoro kpas, . KpacHogap
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oyYaramy M CTepVIbHBIMM ITYCTY/IaMV Ha KOXe, COIIPOBOXIAI0-
11leecst IMXOPALIKON M CUCTEMHBIMM BOCHIATUTEbHBIMI M3MEHe-
HysiMi. OH MOXKET IPeIIeCTBOBATD WY COYETAThCS C BY/Ibrap-
HbIM 11coprasoM [6]. K ocHOBHbBIM npoBoLypyomimM ¢pakropam
OTHOCATCST MHQEKIMY, TIPUeM JIeKapCTB, BHE3alHas OTMEHa
[JIFOKOKOPTUKOCTEPOUOB, IICMXO3MOLMIOHA/IBHOE HAIIpsDKe-
HIe, 6epeMEHHOCTD, YICOATTAHC YPOBHS 3/IeKTPOIUTOB, SHIO-
KPVHOTIATVV, HTeHCUBHASA MHCO/LIINA, poToteparys [3, 7).

Oxono 25% MalyeHTOB MMEIOT OTATOLIEHHDII 110 TICOPK-
a3y ceMeliHbIl aHamMHe3 [5, 8, 9]. Pe3ynpraTel HeflaBHUX WC-
C/IeflOBaHMUI BBIABIIY Ba>KHYIO PO/Ib TeHETNYECKUX MY Tali
mpu I'TIIT [6]. YacTora ammenss HLA-B27 y aTux mauyeHTOB
Obl/1a OBBIILIEHA IT0 CPAaBHEHMIO ¢ 0011ielt monysanuei [7].

Y SkeHUMH, OONBHBIX IICOPMA3OM, OepeMeHHOCTb MO-
XKeT TOCTYXUTb HpOBOLMPYNM (GaKTOPOM [yIsi pasBu-
T I'TII. ITomumo aToro, CTpeccoBble CUTyali OKa3bIBaIOT
6onbllIoe BIVsAHME Ha pasBUTHE JAHHO (QOpPMBI ICOPUATHU-
geckoit 6oesHn. OfHaKoO B OONMBLUIMHCTBE CIy4aeB MPUYVHY
BosHykHOBeHus ['TIIT 1o KoHIIa ycTaHOBUTD He yAaeTcs [3, 6].

Vpuonarnyecknit Bapuant I'TIIT pasBuBaetcs 6e3 mpep-
IIECTBYIOILIETO BY/IbrapHOrO MCOpMa3’a M OTIMYAETCS TsDKe-
JIBIM Te4YeHVeM, MHOI/IA C TeTalbHBIM UCXOOM, TOT/ia KaK BTO-
PUYHBII BapMaHT uMeeT 6ortee JOOpOKaIeCTBEHHOE TeUeHe
M BO3SHMKAET Ha BHEIIHE HEM3MEHEHHO! KOXKe MM Ha QoHe
TUNWYHBIX IICOpMATNYeCKuX BbIchimanmit [6, 10]. Hambonee
pacrpocTpaHeHHOIT (POPMOIT ITYCTY/IE3HOTO IICOpMa3a y eTeit
SIBJISIETCSI KOTIbLIeBUIHBII ITyCTY/Ie3Hblil icopuas [5, 11].

['TIIT Lym6yma mpoTeKaeT TsDKENIO, C JIMXOPajKoOi IO
39-40 °C u HepmomoranueMm. OTMeuaeTcs yXyplleHue o6-
I[Er0 COCTOSIHMA MAaLMEHTa, IOpaXkKeH)e CYCTaBOB, MHOIA
Mo4eK. B KpoBU oNpemendnTcsa NENKOLUTOS, MOBBIIIECHIE
CO3, rumnokanbuyemyus, IMIONPOTEMHEMMs], IOBBILIEHUE
tuTpa aHTUctpenronusuHa O, IgG wmm IgA, peBmarous-
Horo ¢axTopa. KoXHBIiI IaTosorn4ecknii mpomecc xapak-
TepU3YeTCsl BHE3AIHBIM IIOABIEHNEM O4YaroB SApPKOIl apuTe-
MBI, CTIVsIHME KOTOPBIX MOXKET IPUBOIUTD K SPUTPOAEPMUIL.
Ha ¢one spuTemMbl MOSBIAIOTCA MHOXXECTBEHHBIE MENKIE
CIPYIIIMPOBaHHbIe IOBEPXHOCTHBIE ITYCTYJIbI, PacIosarao-
I[Mecs Ha pas/IMYHbIX YIaCTKaX KOXXHOTO MMOKPOBa. B fanb-
HeJlllIeM UX KOMNYEeCTBO YBEINYMBAETCS, OHY CIMBAIOTCS C
o6pasoBaHMeM «THOMHBIX 03ep» [3]. TIporecc conpoBoxa-
eTCsI JXOKeHMeM U 60MesHeHHOCTbI0 KOXM. IIycTy/bl cebixa-
I0TCs1 ¢ 00pa3oBaHMeM OypOBaTO-KOPUYHEBBIX KOPOK. [HO-
Hble 57IeMEeHTbI MOTYT IIOSIB/IATHCA KaK B 00TaCTV TMIMYHBIX
[ICOpMATUIeCKUX ONAIleK, TaK ¥ Ha paHee HeM3MeHEHHOII
Koxe [3, 10]. st I'TIIT xapakTepHO pelMauBKpYIOLiee Tede-
HUe, IVK/INYeCcKoe IOBBIIIeHe TeMIIePaTypbl TeNla, pa3Bu-
THe 9K3alepOaIy KoXXHOTro mporecca [6]. Hacto Habmoma-
10TCS AUCTpodUyecKe M3MEHEHN S HOITeBbIX IIacTHH [8].

Iuddepennmanpuyio pmarHoctuxky ITIII mpoBomar ¢
OCTPBIM TeHepaIM30BaHHBIM 9K3aHTEMATO3HBIM IYCTY/IE30M
(AGEP) 1 pamoM Ipyrux MyCTY/Ie3HBIX IepPMaTO30B: CyOKOpHe-
a/IbHBIM IycTynesoM CHeffloHa — YUIKMHCOHA, ITyCTY/Ie3HbIM
aKpOfiepMaTUTOM AJIIOIO, SHTEPOIIaTUYeCKIM aKpOJepMaTu-
TOM, repreTrdOpMHBIM AepMaTUTOM [IF0pUHTa, feCKBaMaTIB-
Holt saputpopiepmueit JleitHepa — Myccy [6, 10, 12].
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IncTomornyecky Ipu MycTy/lIe3HOM IICOpHMase, TAKKe Kak
U TIpU BY/IbFApHOM, Hab/IIOfaeTCs MapakepaTos, aKaHTO3, 9K-
30LIUTO3 HEIITPO(IIOB 1 MOHOHYK/IEAPOB U3 BEPXHUX CTIOEB
IepMbl B 3NNJEPMIUC, OTEK COCOYKOBOTO CI0sI C U3BUTHIMU U
pacIIMpeHHbIMM KalW/IApaMyl. XapaKTepHbIM IUCTONIOTIYe-
ckuM npusHakoM I'TIIT sABsAtoTcs CIOHIMOGOPMHBIE IYCTY-
nb1 Korosi, 06pa3oBaHHbIe CKOIUTEHIEM HENTPOGDIIOB MEX-
Iy KepaTMHOLMTaMy B BepXHMX OT/ie/Iax anupepmuca 8, 12].

I 60mpabIx TTITT ITymMOy1ia BaXKHO IPOBOAUTD PAHHIOK
IMAarHOCTUKY M COOTBETCTBYIOIleE CBOEBPEMEHHOE JIeUeHME,
4TOOBI 130€XaTh OMACHBIX AJISI XKVM3HY OCTIOXKHEHUII, TaKMX
Kak 6akTepuanbHble cynepuHdexiym u cencuc. Octpouit ITITT
TPY/HO HOJJaeTCs JIeYeHNIO, KaK U pyrue (popMbl IIcopuasa.
Tepamnus nepBoit NMHNY BK/IIOYaeT IpUMeHeHNe allUTpeTIHa,
LMK/IOCIOPMHA ¥ METOTPEKCATa; BTOPOJ IMHUA — afla/liMYy-
Mmaba, aranepienta, [IYBA-Tepannmu, Tonn4eckux KOPTUKO-
CTepOMIOB U TOIMYECKOTO KabLUIoTprona [13, 14].

B cBs13u ¢ penxoii BcrpedaemocTsio [TITT Iym6ymua y me-
Telt IPUBOLUM COOCTBEHHOE KIIMHMYECKOe HaOTIoeH e,

OMWCAHUE CJTYYAA
Bonbhoii I1., 9 net. Poct 134 cM, Bec 26 kT. [TanueHT nocry-
mun B getckoe otaenenne [bBY3 KKB]I 13.06.2024 ¢ >xamo-
6amMy Ha OOIIMpPHBIE BBICHITAHN, 00NTE3HEHHOCTD, YYBCTBO
MOKEHUA U 3Y7,.

V3 anamHe3a: co C7I0B MaTepy, IIepBble BHICHITIAHUA Y pe-
OeHKa MOSABWINCD C 2,5-MeCSYHOTO BO3pacTa Ha KOXe BOJIO-
CUCTOJT YacTy rooBblL. B nepuop o6ocTpennit ob6paramich K
IepMAaTOJIOTy 110 MeCTY KUTETbCTBA, COCTOS/IN Ha AMCIIAHCep-
HOM y4eTe C IMarHo30M «CeOOpeiTHbIl lepMaTiT». Jlednmich
CaMOCTOATE/IbHO KpeMaMM C TONMYECKUMU ITIOKOKOPTHU-
KOCTepOUfIaM)i C BPEMEHHBIM HOMTOXUTEIbHBIM 3(PHEKTOM.
05.06.2024 Ha ¢oHe CHIBHOTO CTpecca MOSBUINCDH BBICHIIIA-
HUSL Ha KOXKe TY/IOBMILA, KOTOpPble OBICTPO PacmpoCTpaHs-
JIUCH TI0 BCEMY KO>KHOMY ITOKPOBY, IIOBBICM/IACH TeMIIepaTy-
pa Tena no 40 °C. [lepBble 4 [HA MEYMINCH CAMOCTOSTENIBLHO
HIIBC 6e3 appexra. bpuramoit CMII 661 rocmuTatmusupo-
BaHbI 10.06.2024 B unpeximonHoe oraenenue [P mo mecty
JKUTENbCTBA. B cTalonape nomy4an MpoTUBOBUPYCHYIO, Jie-
3MHTOKCHUKAI[MOHHYIO, aHTUOMOTHKOTEPANINIO M CUCTEMHYIO
ITIIOKOKOPTUKOCTEPOUHYIO Tepamuio. 11.06.2024 coctosHme
KOXKHOTO TIpoljecca yXyAmmnoch. KoHCYynIbTUpOBaH fiepMa-
TOJIOrOM, OBUIN YCTAHOBJIEHBI {UArHO3bI: FeHepaTN30BaHHBII
IyCTY/Ie3HBbIi 1Icopuas, tui Llym6Oyia? ocTpslil reHepanmuso-
BaHHbII 9K3aHTEMATO3HBIiT ycTynes? IlepeBefieH B feTcKoe
mepmartoBeHeposorndeckoe oraenenue I'bY3 KKB] gia mo-
obcnenoBanus u nedenus. Ha moment nocrymnenns B KKB]]
TeMIlepaTypa Tena ObUIa B IIpefesiaXx HOPMBIL.

AnamHzes xu3Hu. Poc u pasBuBajicAd COOTBETCTBEHHO
Bospacty. [lepenecennsie 3aboneBanus: OPBY nBa pasa B
rofi, KOpb, KpaCHyXa, CKap/lIaTHHa, SMUAeMUYecKIil HapOTHT.
BerpsiHoit ocrioit He 6omen. HexxenaTenpHble peakiiny Ha jie-
KapCTBeHHBIe IIpelaparsl He Habmogamice. IIpuBur cormac-
HO KaJ/IeH/]apIo IPUBUBOK.

HacnencrBennsiit anamues. Mats pebenka 6omneer I'TIII,
tun Iym6yura, ¢ 18 net. lnarHos ObUI yCTaHOBIIEH C YYETOM



MPAKTVIKA

neanartpa

KJIMHIYECKUX JAHHBIX, Tab0PaTOPHBIX MCCTIENOBAHMIL, B TOM
yucne nposegenHoro I1I'V. B Teyenne 2 net nmomyvana any-
TPETHH, B pe3y/bTare 4ero ObIa JOCTUTHYTA HOJITOBPEMEH -
Hasi peMuccusi. B nepuon 6epeMeHHOCTH 9TUM peOEHKOM Ha-
qasoch oboctpenne 3aboneBannst. CocTosiHMe MaTepy ObITIO
KpaiiHe TsDKeNIbIM BCI0 OepeMeHHOCTb ¥ paHHMIl IOCIepo-
JOBbBIN Tlepuofi. B cBsA3u ¢ 3TuM depe3 2 Hef MOC/Ie POLOB
Ipou3BefieHa OTMeHa IPYAHOrO BCKapM/IMBAHUS U Hadara
Tepanus METOTPEKCATOM U alUTpeTnHOM. JlocTurHyTa pe-
MUCCHSI, KOTOPasi IPOFO/DKAETCS [0 HACTOsIIIee BPeMsl.

Annepronormdeckmii anamues. IInmesasa anneprusa y
IeNYIIKI 10 MAaTEPUHCKON NVHUM.

JIokanbHbli craryc. KOo>KHDBII IAaTOIOIMYeCKUII IIPOLIecC
HOCUT PacpOCTPaHEeHHbIT CUMMETPUYHBII XapaKTep, TOKa/I-
3yeTCsi Ha KO>Ke BOJIOCHCTOI YaCTy TO/IOBBI, TY/IOBUILA, BEPXHIX
U HIDKHMX KOHEYHOCTEN ¥ IPECTaB/IeH SpUTEMON, IIyCTya-
My, dennyiikamy. Ha kojke BOZIOCHCTOI 4acTy TOMIOBBI MECTaMU
VIMEIOTCS SIPKO-KpPaCHBIe ISTHA C MEIKOIUIACTIHYATHIMY JKeTl-
ToBaTO-OenbiMy demnylikamu. Ha koxe TymoBmina (mpeumy-
IIECTBEHHO TPYAb, )KMBOT), BEPXHMX U HIDKHUX KOHEYHOCTEN
BU3YA/IM3UPYETCS] MHOXKECTBO SIPKO-KPACHBIX OTEYHBIX IISITEH
IovamMeTpoM OT 3 10 20 cM 1 6071ee € TOMIUK/TNIECKUMI OYepTa-
HMAMMY, CKJIOHHBIE K C/IVISTHYIO B CIVIOIIHYI0 9puTeMy (puc. 1 a—B).
Ha doHe apurempl MMEIOTCSI MeJIKMe ITYCTY/IbI JMAMETPOM OT
0,1-0,2 cM, MecTamMu C/IMBAIOIINECS B «THOVHBIE O3€pa», BbI-
paXKeHHOe MeJIKOIUIACTYHYATOe INeNMyILIeHe CepOBaTbIMM de-
mryvikamu (puc. 1 1). ITo mepugepun spuTeMbl yIaCTKM OTC/IAN-
Baollerocs amupepmuca. Ha HOITeBBIX IVTacTMHAX 6OJIBIIOTO
TajIblia IIPABO KVICTYU Y CTOIIBI — AUCTPOIIECKIE SMEHEHV.
Crusncrast 060/104Ka IOTOCTH PTa — CBOOOJHA OT BBICHITIAHMIL
Cy6beKTUBHO: 60/Ie3HEHHOCTD, YyBCTBO JOKEHNA U 3y,

JaHHBIe 00'bEKTUBHOTO 00C/IeTOBAHNS IPU OCTYILIE-
HUM peGeHKa:

OAK or 14.06.2024: spurpouutsl — 3,88%10 12/1 (3,76-
5,70), Tpom6oruteI — 411*10E9/1 (150-350), reMOrno6mH —
112 r/m (120-180), remarokput — 31,40% (33,50-52,00),
neiikouutsel — 15,20°10E9/1 (4,00-9,00), nanouku — 1,0%
(0,5-5), cermeHTHI — 46,0% (38-58), rpanynouutsl — 54,10%
(42,00-85,00), rpanynorursi abs - 8,20*10E9/x (1,70-7,70),
mmbormter — 43,20% (17,00-57,00), numdonmtsr abs -
6,60*10E9/x (0,70-5,10), mMoHouuTsl — 2,70% (0,00~10,00),
MoHouuTbl abs — 0,40*10E9/n (0,00-0,90), s03unObMUIBI —
3,0% CO3 - 25 mm/4 (4-12), uHAEKC pacnpene/ieHst TPOM-
6omuroB — 16,30 ¢ (15,00-17,00), nHIeEKC pacipemeseHus
aputpouuros — 10,40% (11,60-14,00), cpenHee comep>xaHye
remormobuHa — 28,90 rir (28,00-32,00), cpepHumit 06beM TpOM-
6ormra — 7,70 ¢ (5,01-11,00), cpentuit o6beM spuTpoLnuTa —
80,90 ¢ (80,00-100,00), cpemHsAsI KOHIIEHTPALINA FeMOITIO-
6una - 357 rp/n (310-350), rpombokpur - 0,32 (0,16-0,33).

BX xpoBu ot 14.06.2024: 6umpy6yH o611y, — 3,00 MKMOTIB/ T
(0,00-20,50), rmroko3a — 4,44 mmorb/1 (3,90-6,40), xonecTepux
06muit - 2,61 mmonn/1 (0,00-5,20), 061mit 6e1oK — 58,90 r/n
(66,00-88,00), kpeatuuun — 64,95 mxmorne/n (53,00-115,00),
ACT - 32,2 En/n (0,0-35,0), AJIT - 28,7 Eni/n (0,0-41,0), ITT -
10,55 En/n (0,00-49,00), memrounas ¢ocdarasa — 262 En/n
(0-258), C-peaktuHslit 6emok — 6,00 mr/ (0,00-6,00).
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OAM ot 14.06.2024: 11B€T — CB.->K€IThIN, OTHOCUTENbHASA
m0THOCTH — 1,020 (1,010-1,020), PH - 6,5 (5,0-7,0), 6€e/10K —
abs, caxap - abs, smurenmit — 1-2 B 11/3p, neiik. — 1-2 B 11/3
(0-6), ap. — abs, HuTpuTHI — abs, ypobunuHoreH — abs.

IToces copmepxumoro mycTyn Ha ¢propy ot 14.06.2024 -
POCT MUKPOOPIaHM3MOB He 0OHAPYIKEH.

Hepmockomusa ot 14.06.2024: BU3yanusupyOTCsA PaBHO-
MepHO pacIpefie/leHHble KpacHble TOYeYHbIe U KOMblleoOpas-
HbI€ COCYZIbI Ha OIHOPOJIHO PO30BOJi IIOBEPXHOCTH OYara.

HamnpaBrien Ha fMarHoCTN4eCKyI0 OMOIICHIO KOXM C TIpef-
BAapUTE/IbHBIMYU JIMAaTHO3aMMI: T€HEPAIM30BaHHbII ITyCTY/e3-
HbIT mcopuas, T 1ym6yia? ocTpblil reHepan30BaHHBII
9K3aHTEMAaTO3HbII ITyCTyne3?

IITU xoxu ot 17.06.2024. Basito Tpn 6uorrara koxn: 1 -
C JIEBOTO KOJIEHa, 2 — C IIPaBoro 6efpa, 3 — co CIMHBI C/IeBa.

Bo Bcex Tpex 6uonrarax MOpQomorndeckast KapTHHA IpPaK-
TUYECKM MAEHTUYHasA. [umepkepaTos. Y4acTku Iapakeparo-
3a. QomnuKysApHbIT ruiepkepaTos. Mukpoabcueccst MyHpo,
IIycTy/abl Koros u KpynHble o4aroBble CKOIUIEHMA KIeTOYHO-
TO IeTpUTa B pOroBoM croe (puc. 2 a, 6). CraboBbIpakeHHBII,
MecTaMy ICOpUasupOPMHBIiT aKaHTO3. IK30LUTO3 HeTpou-
710B. COCOYKM [iepMbl OTE€YHBI, KaIlVWULAPbl U3BUTBL U PaCILU-
peHbL. B BepXHMX OTHeNax JiepMbl NepUBAaCKY/IAPHbIE M AUQ-
(dysHble YMEpeHHO BBIpOKEHHBIE IVICTHOMMMQOLVTaPHbIE
MHQWIbTPATBI C HeNTPODUIAMI U IIPUMECHIO 303MHODIIIOB.

3axmoyeHne: Mopgonorndeckas KapTUHA, C Y4eTOM
KIMHUYECKMX JAHHBIX, MOXKET COOTBETCTBOBATb IyCTYIIe3-
HOMY Iicopuasy, tuny Iym6yura.

Ha ocHOBaHMM KIMHMYECKMX U TMCTONIOTMYECKUX JjaH-
HBIX OBII IOCTAB/IeH JYarHo3: TeHepalTu30BaHHbII MyCTY-
JIe3HBI Icopuas, Tin Iym6yma.

ITpoBenmeno neyenme: ¢pus. p-p 0,9% — 400 M + nedrpu-
akcoH 2,0 B/B 7 fgHeil, MeToTpekcar 0,3 MI/Kr Macchl Tena 1 pa3
B 7 iHelt B/M, cuMIITOMaTndeckas tepanus Ne 3 (¢ nocnenyro-
VM NIPOJIO/DKEHMEM TePAIIVM 110 MECTY >KUTeIbCTBA), Pomm-
eBast KMCIOTa 1 Mr 1o 5 Tab/meToK 1 p/CyT OFHOKPATHO, Yepes
24 qaca 1ocje MHbEKIMM METOTPEKcaTa.

Hapy>xnas tepanus: 1% BogHbBII pacTBOP METUIEHOBO-
TO CUHero 2 pa3a B IeHb, KpeM OeTaMeTa3oHa JUIIPONMOHAT
0,05 % 2 pasa B IeHb, Ma3b JEKCIaHTEHOI.

B pesynbrate nmpoBeNeHHOrO jie4eHUsA KOXKHBI IaTONO-
TMYECKIMI TIPOLIECC PErPECCHPOBal, Ha KOXKe TY/IOBUILA U KO-
HEYHOCTell HaO/IIola/IMCh OCTaTOYHbIE sIBJICHNE B BUJiE BTO-
PUYHBIX IMIEPIUTMEHTMPOBAHHBIX IIsATeH (puc. 3 a-B).

OBCY)XXAEHUE
IIpuBeneHHDIT HaMM KIMHUYECKUIT CIy4all JEMOHCTpUPYeT
ocobennocty nporexanus I'TIIT ITym6yura y peberka ¢ oTsro-
I[eHHBIM HAC/IefICTBEHHBIM aHAMHE30M I10 ITaHHOMY 3a00JIeBa-
Hyo. Y 9-7leTHero MajIbuMKa, IIepUOfIIecKy Hab/ogaBIIero-
s y Bpaya-JlepMarojiora o IOBOJY Ce60peiiHOro IepMaThTa
BOJIOCYCTOJ YacCTH FOJIOBBI, Ha (POHE CHIIBHOTO CTpecca IOsIBI-
JIMCb 3PUTEMATO3HbBIE BBICHIIAHNA HAa KOXKe TYIOBMUILA, KOTO-
pble OBICTPO PACIPOCTPAHSAINCE IO BCEMY KOXXHOMY ITOKPOBY,
HOBBICH/IACh TeMmeparypa Tena fo 40 °C. IlaiyeHT 6bUT rocIiy-
Ta/M3MpoBaH B nH(peKoHHOe otaenenue TP mo mecry >xu-
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TefbcTBAa. HecMOTps Ha NMPOBOAMMYIO IMPOTUBOBUPYCHYIO,
€3V HTOKCUKALIIOHHYIO, aHTMOVOTUKOTEPATIMIO U CHCTEMHYIO
IJIIOKOKOPTUKOCTEPOMIHYIO TEpAII0, COCTOSAHME KOXXHOTO
Impoliecca yXyAmmIoch. Ha apuTeMaTo3HBIX y4acTKax IOABU-
JIOCh ILETyIIeH)e, MHOYKeCTBEHHBIE IIYCTYIIbI, KOTOpbIe 00be-
IVHWINACDH B «THOJHbIe 03epay. Ilo nepudepun spureMsl mo-
SABWIVCh YYaCTKM OTC/IAMBAIOIIEroCs snujepMuca. becriokonn
BBIPaKEHHBII 37 1 60/Ie3HeHHOCTh. CmsucTast 0607104Ka 1o-
JIOCTY pTa ObUIa CBOOOIHA OT BBICHIIAHMIL. BbITo mpyHATO pe-
IIeHVe O MepeBofie HO/IBHOTO B IETCKOe CTAlMOHApHOe OTJie-
nenve KKB]I 11 o0OCTenoBaHys 1 HaIbHENIIETO TeYeH s
ITpy mocTyIUIeHNM aleHTa B KPOBU HAO/TIOa/Ch IPU3HAKI
aHeMMU, TUTIONIPOTeVHeM s, BbIpaKeHHBDIN TeHKOLIUTO3, II0Be-
menvie CO3. VI3 aHaMHesa M3BECTHO, YTO MaThb pebeHka 6ore-
et I'TITT, Tun Iym6yura ¢ 18-1eTHero Bospacra ¢ pe3kum 060-
CTpeHueM IIPOoLiecca BO BpeMsi 6epeMeHHOCTH STUM PeOEHKOM.

B cBs3u ¢ xpaitHe Hu3Koit 3abomeBaemoctoio ITITI, Mbr
nposemu auddepeHIanbHyI0 JUaTHOCTUKY C OCTPBIM TeHe-
paIM30BaHHBIM 9K3aHTeMaTO3HbIM ITycTyne3oM (AGEP) [12].
OTcyTcTBMe Yy MalMeHTa aHAMHECTMYeCKUX NAHHBIX, IOf-
TBEPKJAIOIMX IIPMeM KaKUX-TUOO0 JIeKapCTBEHHBIX IIpe-
[apaToB [0 BO3HMKHOBEHNA BBLICBIIAHMIL, OTPUIIATETbHBIN
6aKTepuaNbHBIl ITOCEB CONEP>KUMOTO IYCTYI, pe3y/IbTaTbl
[IepPMaTOCKOIINM, @ TaK)Ke, BBIABJICHHDIC IIPU OMOIICHY KOXU
cyOKopHeasbHble CHOHIMOQOpMHble IycTynsl Koros, or-
CYTCTBUME HEKPOTUUIECKUX KePaTUHOLMTOB ¥ OOMBIIOTO YiC-
71a 503MHO(WIOB B MYCTY/IaX U AePMaIbHBIX MHQUIbTpaTaX,
Ha/I4ye M3BUTBHIX ¥ PAcHIMPEHHBIX KPOBEHOCHBIX COCYHOB
B COCOYKOBOM C/IO€, IIOMOITIM IIOCTaBUTb OKOHYATEIbHBIN
puarHo3 ITII, Tun Ilym6yuia. B pesynbrate mpoBefeHHOTO
HaMM jiedeHNA C IpYMeHeHMeM UTOCTaTUIeCKOro Ipemnapara
(MeTOTpeKcara), CUCTEMHOI aHTHOMOTUKOTEPAIINI W TOIIN-
YeCKMX ITIIOKOKOPTUKOCTEPOUIOB KOXKHBIN MaTOMOTMYeCKIUIT
IIPOLIECC MOTHOCTBIO PErpeccupoBall.

Cpeny 0cobeHHOCTelt KO>KHOT ITATOTIOTHH Y AHHOTO T1a-
I[MeHTa C/IefyeT OTMETUTDb: Ha/lu4ye OTATOIIEHHOTO ceMeli-
HOTO aHaMHe3a II0 IICOpMa3y; SIMU30fbl CeOOpeitHOro fiep-
MAaTUTa BOJIOCUCTOI YaCTy TOIOBHI Y pebeHka c 2,5 MecsiieB
JKM3HM; OCTpOe Havano 3aboymeBaHMUs Ha (OHe CUIBHOTO
CTpecca, CONPOBOXKIABLIErOCA MOBbIIIEHNEM TEMIIEPATYPbI
tena 1o 40 °C; nosBeHMe 1 OBICTPOE pacIpoCTpaHeHNe M-
CTY/Ie3HBIX BBICHIITAHNII IO BCEMY KOXKHOMY TIOKPOBY.

3AK/TIOYEHUE

OmnycaHHOe KIMHNYECKOe HAOMIOfieH e TIPeiCTaBIAeT 60Mb-
IOV MHTEpeC ISl KIMHULNCTOB B CBA3K C TeM, yTo I'TIIT
Llym6byma sBIAeTCA pefKUM BUIOM TSDKEIOTO ICOpMasa B
meTckoM Bospacte. ITpoBonupytomumy dakTopamu, KOTO-
pbleé MOITIM TIPUBECTU K IIOABIEHUIO TDKEIbIX ICOPMA3MN-
(hOPMHBIX M3MEHEHUI Y JaHHOTO MAallVIeHTa, ABVWINCH CUIb-
HBIii CTPECC M OTATOILEHHAsA [0 IICOPUa3y HaC/IENCTBEHHOCTD
B BUfle Ha/mmuyA y MaTepy Manbuuka ITITT, Tun Ilym6ymia.

Takum 06pasoM, YUUTHIBasA BaXKHYIO POJIb FeHeTHYECKIX
MyTaluii B PasBUTUM ITyCTY/IE3HOTO IICOpMA3a, JETAM C Ce-
MEVHBIM aHaAMHE30M IICOpMasa BaXXHO IPOBOJUTH I'€HETH-
YECKMIT CKPUHMHI i1 PaHHErO BBIABIEHMS IIPENPACIONO-
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JKEHHOCTM K 3TOMY 3a060/IeBaHMIO, YTOOBI CBOEBPEMEHHO
OIpeNieNUTh TAKTUKY JOKIMHUYECKMX JiedeGHO-MpoduIak-
TUYECKUX MEPOIIPYSATIIL. a

Hcmounuk gunancuposanus. Aemopul 3asensiom o6 om-
cymcmeuu 6HeuiHe20 PUHAHCUPOBAHUS NPU NPOBedeH Ul NO-
UCK0B0-AHATIUMUYECKOLL pabOmMblL U N00201M06Ke PYKONUCH.
Kongnuxm unmepecos. AsmopvL Oeknapupyrom omcym-
cmeue A6MHbIX U NOMEHUUANIbHIX KOHPAUKINOE UHIMePecos,
CBA3AHHBIX ¢ NyOnuKayueli HACMoswel crmamovii.
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Puc. 2. bonbHoi . MaTomopdonornyeckme NposiBNeHns
reHepan130BaHHOTO MycTynesHoro ncopuasa Llymbywa.
Okpacka reMaToKCUnMH-3031MHOM; a x 40, 6 x 200
Puc. 1. bonbHoi 1. KnuHWyecke NposiBNeHUs reHepanu3oBaHHOro NycTynesHoro nco-  a, 6 - nyctynsi Koros (0603HaueHb! CTpenkamy) B akaHToTy-
punasa Llymbywa Yecku yTONILEHHOM 3nuaepmuce. B BepxHux oTaenax aep-
a-B — Ha KOXe TYNOBMLLA 1 KOHEYHOCTEN OBLIMPHBIE 3PUTEMATO3HbIE O4aru C MONULM-  Mbl yMEPEHHO BbIpaXeHHbIe TMM(pOLMTapHbIE MHOULTPa-
KNMYeCcKUMM O4ePTaHUAMU, MENKUMM NYCTYNaMm 1 BbIPaXEHHbLIM MENKONNACTUHYaTLIM  Thl C HEUTPODUNAMM N IUHUYHBIMM 303MHOMKUNAMM
wenyweHneM; I — Ha 3PUTEMATO3HOM (DOHe MefKMe MyCTyNbl, MecTamMu CIMBaloLLMecs
B «THOWHble 03epax. [1o nepudepunmn 3puTeMbl y4acTK1 OTCIaMBaIOLErocs NaepMMca.

Puc. 3. bonbHow N. OcTaTouHble ABNEHNS Ha KOXE NOCNe NPOBEAEHHOTO JIeYeHNs
a-B — Ha KOXE TYNOBULLA 1 KOHEYHOCTEN BTOPUYHbIE TMNEPNUTMEHTUPOBAHHbBIE NSTHA
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